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1. KNIACCUOPUKALUNA N ONPEAENEHUE CTAAUNN

Knaccnpukauma TNM B HeipOOHKONIOT MM He UCMO/b3YyeTCA.

2. AMATHOCTUKA

2.1. O6cnepgoBaHmne

O6cnesoBaHue NauneHTa c nepeuyHoi onyxonbto LIHC BkatoyaeT B cebs:

+  c6Op AaHHbIX aHaMHe3a;

*  HeBPONOTNYECKUI OCMOTP C OLL,eHKOW 06LWEeMO3roBbIX 1/UNK 04arOBbIX HEBPONOT UYECKUX
CMMNTOMOB, Ha/INYNA CYAOPOXKHOIO CUHAPOMa, HapyLIEHNA ABUKEHWNI, HYBCTBUTENBHOCTH,
peyn, npakcmca, CUMNTOMOB NOPaXeHNA YepPernHbIX HEPBOB, MCUXUYECKUX HapYLeHWI,
MEHWHreaNbHbIX CUMNTOMOB;

*  OCMOTPp Heiipoo¢TanbMo/ora (OLEeHUBALTCA OCTPOTA 3pEHUS, MO 3PEHUSA, COCTORHME
AVCKOB 3pUTE/IbHbIX HEPBOB, INa30/4BNUraTe /bHbIE HApPYLWEeHU);

*  OCMOTp OTOHEBPO/Ora;

*  HellipoBM3yanu3aLMOHHbIE UCCNRAOBAHUA:

- MPT B Tpex npoeKumax B CTaHAApTHbIX pexumax (T1, T2, T1 c KOHTpacTMpoBaHueM,
FLAIR, DWI); npu nokanusauum onyxoav B 061acTu peyeBbiX U ABUraTeNbHbIX 30H
BbINONHAGTCA GYHKUMOHanbHaa MPT (GMPT) u MP-TpakTorpadus. Mpu nogo3peHnm
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Ha AMCCEMMHALMIO OMYX0aM NO 060/104KaM CMMHHOIO MO3ra BbinonHAeTca MPT
C KOHTpacTnposaHmeM BCero CMMHHOro Mo3ra. |-|PVI HeOGXOAMMOCTM BbIMO/NIHARGTCA
MP-anruorpagua, MP-nepdysuna, MP-cnektpockonus;

MPU HEBO3MOXHOCTM BbiNONHeHUA MPT (Hanu4umne KapAMOCTUMYAATOPA UAK Geppo-
MarHUTHBIX UMMNAHTOB, APYrue NpUUYKHbLI) NPOBOANTCA KT C KOHTpPacTUpPOBaHUEM
(KT-nepoyswmsa, KT-aHruorpadus);

npv HeobxoauMoCTU (AnddepeHymanbHas AMAarHOCTUKA C UHPEKLMOHHBIMU, AeMUE-
JIVMHU3UPYIOLW UMK, COCYAUCTLIMU U NPOYMMM 3a601eBaHUAMM) BbimoHAeTcs MIT
(M3T-KT) c METUOHUHOM, TUPO3UHOM, METUA-A0NA;

NMPY HEBO3MOXHOCTU BbIMONHUTbL FMCTONIOTMYECKOE UCCNe0BaHME ONYXONeBOM
TKaHU KNAUHUYECKUI AMarHO3 MOXeT 6biTb YyCTAaHOBJ/IEH HAa OCHOBaHWUM HelipoBU3ya-
N3aunoHHbIX MeToauK (MPT, M3T c aMMHOKKCOTaMK);

nauvMeHTaMm C rNMOMaMun B TeyeHne nepBbix 24—-72 4acoB NocseonepaLmoHHoOro
nepuoga BeinonHsaetca MPT/KT c KOHTpacTupoBaHuem;

. WHCTpYyMeHTa/lbHble NCCNef0BaHUA;

33 — Npu HANANYUMN CYAOPOKHOIO CUHAPOMaA;

peHTreHorpapua n/man KT opraHos rpysHoON KneTKu;

JKT, 3xoKl — no nokasaHWAM: NPV HANNYUW KapANOBAaCKYNAPHbIX 3aboneBaHuit,
B BO3pacTe cTapwe 60 neT, B cnyyae npegnosaraemMoin onepaymn B NONOKEHNN
«CUAA», NPU NNaHUPOBAHUMN y4eBOW U/ UAN XUMUOTepanuy;

Y3WM BeH HUXKHUX KOHEYHOCTeN (418 NCKAOYeHUs TpoM60o3a), Y3U BHYTPeHHMX
OpraHos;

+ nabopaTopHas AMarHOCTUKa: Pa3BePHYTHINA KAMHUYECKUI U BUOXMMUYECKUIA aHaNN3bI
KpoBu, Koarynorpamma, D-gumep, 06wuii aHaanM3 Mo4u, onyxosnesbie Mapkepsl (PIA,

A®T v gpyrue) no noKasaHuaM.

2.2. Mopdonornyeckuint ¥ MoNeKynapHO-reHeTM4YeCK1in AnarHos

dopmynnposka MOpPHONOrMYECKOro AMArHO3a AOKHA BKAKOYATb B ce6a 5-3HaYHbIN KOA
OMyX0/IM B COOTBETCTBUM C Knaccudurauueint BO3 onyxoneit LHC (2021 1), 4-3HauHbIi KOA
nokanvsauum onyxonm (B cootseTcTeum ¢ MKB-10), a Takxe CTeneHb 3/10Ka4eCTBEHHOCTH

(grade). KntouesbiM GakTOpOM B OMpeseieHNM TaKTUKKU Ie4eHUs U NporHosa 3abonesaHus
AB/IAETCA FTMCTONIOTUYECKUI AnarHos v grade, koTopas nMeeT 4 cTeneHu: grade 1-HeT KpuUTepues
3/10KaYeCTBEHHOCTU; grade 2-0AWH KPUTEPUIA 3/10KaYeCcTBEHHOCTH (aTunusa agep), grade 3-4Ba
KPUTEpMA 3/10KaYeCTBEHHOCTY (aTUnua agep, MUTO3bI), grade 4-Tpu UK YeTbIpe KpUTEpPUA
3/10Ka4YeCTBEHHOCTY (aTUNWA AAep, MUTO3bI, NPONdepaLna IHA0TENUSA, HEKPO3bI). KpuTepun
CTeneHel 3/10Ka4eCTBEHHOCTU aCTPOLMTOM C MyTaluueii B reHax /IDH npeacTasaexbl B Tab. 1.
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Ta6auua 1. Kputepum creneHn 310Kka4eCcTBEHHOCTM acTPOLMTOM C MyTauuelt B reHax IDHT/IDH2.

Grade MNpusHaku

Grade 2 +  anddysHo-UHGUALTPATUBHAA acTpOLMTapHan rnMoMa C MyTaLueit B reHax IDHT
1 IDH2, xopouwo anddepeHLMpoBaHa 1 He MMeeT FMCTOIOTMYeCKIX NPU3HAKOB
aHannasuy;

*  MUTOTMYECKas aKTUBHOCTb He BbIAB/AETCA MW OYeHb HU3Kas;
+  MMKpOBACKynspHas npoaudepaums (npoamdepaLms 3HAOTENUA), HEKPO3 U TOMO3UIOT-
Hble geneuunn CDKN2A n/vnn CDKN2B oTcyTcTBytoT

Grade 3 * anddysHo-MHGUALTPATUBHAA aCTPOLMTapHaA rIMOMa C MyTaLueii B reHax IDHT
nnn IDH2, nposBasiowwas 04arosyto nan AnddysHyto aHanNasmio 1 3Ha4NTeIbHYI0
MUTOTUYECKYIO aKTUBHOCTb;

*+ MUKpOBACKy/sipHas nposvdepauns (MpoandepaLma SHAOTENSA), HEKPO3 1 FOMOBUIOT-
Hble Aeneuun CDKN2A n/vnn CDKN2B oTcyTcTByioT

Grade 4 * anddy3HO-UHGUALTPATUBHAA aCTPOLMTAPHAA IIMOMA C MyTaLueit B reHax IDHT
wv IDH2, NpoABASIOWAACA MUKPOCOCYAMCTOMN npondepauyeit (npoamdepaums
SHAOTENMNSA) UM HEKPO3OM, UM TOMO3UIOTHOW Aeneumeit CDKN2A w/van CDKN2B,
nnv No6ol KOMBMHALMEN 3TUX NPU3HAKOB

MoneKynspHO-reHeTNyecKkoe TeCTMpoBaHme He06X0ANMO BbINONHUTL /18 NOCTaHOBKM KOP-
pPeKTHOro naToMopdoN0rM4eCcKoro gnarHo3a B COOTBETCTBUM C Knaccudukaymein BO3 onyxonen
LIHC (2021r.). CornacHo knaccudmralum, py6pura «4uddy3sHbie FUOMbI Y B3POC/bIX» YpoLeHa
A0 Tpex OCHOBHbIX TUMOB: 1) acTpoyMTOMa C MyTaumeit B reHax /DH (grade 2-4); 2) onuro-
AeHApOraMoMa c MyTaumei B reHax IDH u ko-geneuueit 1p/19q (grade 2-3); 3) rano6aactoma
6e3 MyTaumin B reHax IDH. MickntoyeHa Takaa HO3010rMM Kak «rano6aactoMa ¢ MyTauuen
B reHax /IDH». Tenepb 3T1 HOBoOb6pa3oBaHMA 0603HaYalOTCA KaK «aCTpoLMTOMa C MyTaLuent
B reHax /DH grade 4». [pucyTcTBME B ONYX0/AM MyTauuin B reHax IDH aBnfeTCA KAOYEBbIM
AVNArHOCTMYECKUM NPU3HAKOM Ansa Andy3HbIX ranom grade 2, grade 3, grade 4 y B3poC/bIX
1 BTOPUYHBIX FM06AACTOM, YTO noMoraeT gndpepeHLypoBaTh NepBUYHYIO rnobaacToMy
ot ravom grade 2, grade 3, grade 4. (oMbl grade 1 He HeCyT B onyXxo/u MyTauuii B reHax IDH.
MyTauunmn B reHax IDH KoppennpylT ¢ MeTUAMpoBaHMeM npoMoTopa reHa MGMT, naymeHTbl
C3TMMWN HOBOOGPA30BaHMAMM UMEIOT NIYYLINIA NPOrHO3 M oTBeT Ha JIT u XT ankuaupyowmnmm
npenapatamu. [lnarHos «0ANroAeHAPOTIMOMa» MOXKET BbITb YCTAHOBJ/IEH TONIBKO B TOM CAyyae,
eCc/av onyXxoab uMeeT N MyTauuio B rede IDHT nan IDH2, n ko-geneunto 1p19q. MocneaHasa noa-
TBEpXAaeT 671aronpuATHLIA NPOrHO3 1 ABNAGTCA NPEAUKTOPOM XOPOLIEro oTBeTa Ha Tepanuio
anKuampyowmnMm npenapatamu. Haanyme romosurotHom geneunn CDKN2A w/nnn CDKN2B
M3MEHSAEeT CTemneHb 3/10Ka4eCTBEHHOCTM B ANPdY3HbIX acTpoLMUTOMax Ha «grade 4» (tabn. 1).
TecTupoBaHue Ha MyTaLuio B reHe TERT He ABaAeTCA 06A3aTeNbHBIM, OAHAKO AaHHasA MyTauua
ABNAETCA XapaKTepHOW ANsA ONNTOAEHAPOrANOM (Y B3POC/bIX) U MEPBUYHON FM061ACTOMBI.
Ee Hasnume npu oTcyTCTBUM MyTauum B reHax /DH cBA3aHo c He61aronpuATHLIM MPOrHO30M.
Onyxonun ¢ myTaumamu B reHe BRAF MoryT oTBedaTb Ha neveHune nHrnbutopamm BRAF. Cxe-
MaTUYeCKN 4MarHoCTUYECKMIA anrOpUTM NpejcTaB/ieH Ha puc. 1, a OCHOBHbIE MONIEKYAPHO-
reHeTunyeckue abeppauyum — B Tab.. 2.
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Tabauua 2. [lMarHoCTUYEeCKM 3HaYMMble MOIEKYNSPHO-TeHeTuYeckune abeppaumu (BO3, 2021r.).

Twn onyxonu

XapaKTepHble NOBpeXAeHUsA
reHoB/MoneKyAApHbI npodunb

AnddysHbie rAMoMbl y B3poC/abIX

AcTpouuToMma c MyTaumen B reHax /DH

IDH1, IDH2

OnurogenaporanMoMa ¢ MyTaument B reHax IDH v ko-geneumeit 1p/19q

IDH1, IDH2, 1p/19q

I'nnobnactoma 6e3 MyTaLwii B reHax IDH

IDH-wt, xpomocomsl 7 1 10, TERT,
EGFR, ppyrve

AvddysHbie rAMOMbI HU3KOI CTENEHM 3/10KAYeCTBEHHOCTU Y AeTel

3/10Ka4eCTBEHHOCTW Yy MOI0AbIX

[nddysHan acTpouymToMa C anbTepaumeli B reHax MYB nan MYBL1 MYB, MYBL1
AHrmoLeHTprYeckan ravoma MYB
MonnmopHan HelipoanNUTeManbHaA ONyX0/b HU3KOMN CTeNeHu BRAF, FGFR

Anddy3Han ramoMa HU3KOI CTeNEeHMN 3/10Ka4eCTBEHHOCTU C albTepa-
umeit MAPK-nyTu

l'eHbl MAPK-nyTn

AvddysHbie rMOMBI BLICOKOIA CTENEHM 3/10Ka4eCTBEHHOCTHU Y AeTei

[nddysHan cpeanHHan ravoma c anbTepaunein H3 K27

H3 p. K28 (K27), EGFR, EZHIP

[nddysHan nonywapHas ramoma c MyTaumein H3 G34

H3p. G34 (G34)

AnddysHaa aeTckan raMoMa BbICOKOI CTeNeHn 3/10Ka4eCTBeHHOCTN
6e3 MyTaumii B reHax H3 u IDH

IDH-wt, H3-wt, MeTunsIuMOHHOe
npodunanposaHue

MHdaHTUAbHaA NonywapHan ramoma

RTK reHbl

OTrpaHuYeHHble aCTPOLUTapHbIe FINOMbI

I'ImnouMTapHan acTpouymToma

KIAA1549::BRAF, BRAF

ACTPOLI,VITOMa BbICOKOM CTEMeH 3/10Ka4eCTBEHHOCTU C MUOUAHBIMU
npu3sHakamu

MeTunAaumoHHoe npopuanposa-
Hue

MneomopdHas KcaHToaCTpoLMTOMa

BRAF, CDKN2A

Cy63neHAMManbHas rMraHToKNeTOYHas acTpoLUTOMa TSC1,TsC2
XopaougHas ravoma PRKCA
AcTpobnactoMa c anbTepauyeli B ree MNT MN1, BEND2
FnvoHelipoHanbHbie U HelipOHa/IbHbIe OMyXONU

[aHrNOHapHOKNETOYHbBIE ONYX0AN BRAF
[Jln3ambpuonnactnyeckas HelMpoanuTennanbHas onyxonb FGFR1

JnddysHan ranoHenpoHanbHas onyxonb C OANIOAeHAPOrIMOMO-
NoA06HLIMY MPU3HaKaMM 1 KnacTepamu azep

MeTtunauymnoHHoe npopunnposaHme

ManuanApHan rAMOHepOHanbHas onyxo/b

PRKCA

PoseTkoo6pasytoljan rAMoHeipoHanbHas onyxo/b

FGFR1, PIK3CA, NF1

MukcounaHasn FﬂMOHeﬁpOHaﬂbHaﬂ Onyxo/ib

PDGFRA
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Tun onyxonn

XapaKTepHble NOBpeXAeHUsA
reHoB/MoneKynApHbI Nnpodub

[nddy3Han nenToMeHUHreanbHas rIMOHePOHaibHas ONyxo/b

KIAA1549::BRAF, 1p, METUNALMOH-
Hoe npoduavpoBaHue

MHOFOyB/‘IOBaﬂ W BaKyo/iM3supytowaa Hel;lpOHaﬂbHaﬂ 0onyxonb

T'eHbl MAPK-nyTn

Jmcrnactnyeckan raHriMoumMToMa Mo3xedka (6ose3Hb JlepMutTa-
[Joksio)

PTEN

DKCTpPaBEHTPUKYNAPHaA HeMpoLuuToMa

FGFR retbl (FGFR1:TACCT), IDH-wt

3ﬂeHAMMaPHbIe onyxonau

CynpaTeHTopMaanaﬂ 3neHgnMoMa

ZFTA (CT1orf95), YAP1

SneHAMMOMa 3a/Heit YepenHon AMKK

PFA MoneKynfpHbIA Npopub,
PFB MonekynapHbii npoduab

CnuHanbHas aneHaMMoMa

NF2, MYCN

OM6pUOHaNbHbIE ONYyX0/N

MegynnobnacToma ¢ akTvBaLmMelt curHanbHoro kackaga WNT

AKTUBaLWSA reHOB CUTHA/bHOTO
kackaga WNT

MegynnobnactoMma c akTvBaLMeit CUrHanbHOro Kackaaa SHH

AKTVBALMA reHOB CUrHabHOTO
Kackaga SHH

MegynnobnacToma 6e3 aKTMBaLMM cUrHa/bHbIX KackagoB WNT/SHH

MeTunsaumnoHHoe npoduavposaHme

ATtunuyHas TepaTomp,Haﬂ/paG,qowp,Han onyxo/ib

SMARCBT, SMARCA4

3M6pMOHa!1bHaFI Onyxo/ib C MHOFOC/IOMHBIMU po3eTkamu

C19MC, DICERT

c MyTauueit B reHe SMARCB1

Henpo6nactoma LIHC c akTuBauweit reHa FOXR2 FOXR2
Onyxonb LIHC ¢ BHYTpeHHel TaHAeMHOM Aynaukauueit reHa BCOR BCOR
[lecMonnacTuyeckas MUKCOMAHasA onyxo/ib NMHeanbHol obnacTn SMARCB1

MeHuHrmoma

NF2, AKT1, TRAF7, SMO, PIK3CA,
v B nogTunax KLF4, SMARCET,
BAP1

ConurtapHas ¢pnbposHas onyxonb

NAB2::STAT6

MeHuHreanbHble Me/laHouUTapHble HOBOOGPBBOB&HM“

NRAS, GNAQ, GNAT1, PLCB4,
CYSLTR2

Onyxonu 061acTh TypeuKoro ceana

ApaMaHTMHOMaTO3Has KPaHVIO¢aPVIHI'VIOMa

CTNNBT

ManuanapHaa KpaHWodapuHrnoma

BRAF
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3. IEMEHUE

3.1. Xupypruyeckoe neyeHue

OCHOBHbIM METO/OM NeYeHNA ABNACTCA XMPYPruyeckoe B o6beMe peseKynn onyxonm
(yacTuyHOM, cybTOTaNbHOMI, TOTaNbHOM) UK 6Uoncum (oTKpeiToit am CTE). Lieabto xupyp-
rMYeCKOro sie4eHna ABNACTCA MaKCMMasbHaA pe3eKLns onyxoan ¢ COXpaHeHWeM HeBpO-
NOTUYECKNX U KOTHUTUBHbIX GYHKLMIA NaunerHTa. OCO6eHHOCTU yaaneHna BHY TPUMO3rOBbIX
onyxosieil roN0BHOMO MO3ra:

*  ucnonb3oBaHue MeTaboanyeckom Hasuraumm (5-AJA);

*  MUCNO/Nb30BaHMe HellpOPU3MO0A0rMYeCKOro MOHUTOPUHTA (3Kor, ACBI1, 3BI1, MoTopHOe
KapTMpPOBaHWe) NpY N0KaAM3aLnMmM ONYX0/M B ABUraTeNbHbIX 30HAX, B 061aCTH YepenHbIX
HepBOB U UX Ajep;

*  MPpUMeHeHMe METOAA XMPYPTrUYECKOr0 IeYeHNA y MaLMeHTa B CO3HaHUM (Npu I0KaAM3aymum
OMYXO0/IX B peYEBbIX 30HAX MO3ra);

*  WUCMNO/Nb30BaHWE HAaBUTaLMOHHbIX METOAUK: MHTPAOMepaLMOHHOM 3N1eKTPOMArHMTHOM
HaBurauuun, MPT-HaBurayum, ¥Y3-Hasuraymu;

*  NpUMeHeHWe MHTPaonepaLMOHHOIr0O MUKPOCKOMA M 3HA0CKOMMUYECKON acCUCTEHLNNY;

*  CYYeTOM BbICOKOM 4acTOTbl MOPDONOrMYECKOA reTeporeHHOCTU FMOM Ha TMCTONOMN-
YeCKoe UCCNeA0BaHMe HANPaB/AAETCA TKaHb OMYXO/IM U3 PasHbIX e y4yacTKos (onTu-
MasbHO — 3-5 ¢pparMeHTOB).

3.2. JlyyeBasa Tepanus

/Nly4eBoe fleyeHne NCNOAb3YETCA KaK CAMOCTOATENbHbIV MeTo/ Tepanuu nnbo nocne
XWUPYPru4yecKoro yaaneuma/6muoncum onyxonn, aMbo npu BOSHNKHOBEHUM peLnanBa/Nposon-
XKEHHOro pocTa onyxo/n. JIT MOXeT NPOBOAUTLCA KaK Ha 061aCTb ONYX0aU (Ha OCTAaTOYHY!IO
OMyX0/1b UM Ha /I0XKE OMYXO01), TaK M Ha My TU BO3MOXKHOIO METacTasnpoBaHusa (Hanpumep,
KCO), a Takxe B KayecTBe 6ycT-Tepanuu (40NonHUTebHOE 061y4eHUe onyxoaun/noxa
yaaneHHomn onyxosun). KCO NpUMEHATCA Y NaLMEHTOB C ONYXONAMM, CKAOHHBIMU K MeTacTa-
31MpoBaHMio N0 060104KaM roIOBHOTO U CMMHHOTO Mo3ra. [1pu NeYeHnn 310Ka4eCTBEHHBIX
onyxonei (grade 3-4) /IT cneayeT HaYMHATbL B CPOKM OT 2 40 6 HeA. NOCae Onepaumu, B page
cny4yaeB — B KoMbuHauuu ¢ XT. OnTuManbHeIMM MeToAMKaMu 061yYeHna B HacToALlee BpeMA
AasaATCA KoHPopMHaa /1T, IMRT n VMAT. lhaHnpoBaHue 4030BOro pacnpeAeneHna A0NKHO
OCYWeCcTBAATHCA C y4eTOM TONEPAHTHOCTY TKaHe FON0BHOMO MO3ra, KpUTUYECKNX U QYHK-
LUMOHANbHO-3HA4YMMbIX CTPYKTYp. HanpasaeHua ny4ykoB 1 apoKk cneayeT 3a4aBaTb MCxoAA
13 NPOCTPAHCTBEHHON MOAENN OMYXO/M U OKPYKAIOWMX ee TKaHel TakuM o6pa3oM, 4Tobbl
MWUHMMW3NPOBATL 1y4eBOe BO3/eNCTBME Ha HUX. [IpeanyyeBas TONOMeTpUYyecKkas NoAroToska
BK/IO4AET U3roTOB/IEHUE UHAUBUAYANBHOMO GUKCUPYIOLLEro YCTPOIACTBA (TepMONAaCcTUYECKOM
MacKu) 1 BbINOIHEHWE TOHKOCPe30Boit KT. PekoMeHAyeTcs BbiNonHATL MPT B pexumax T1, T2,
T1cKOHTpPacTHbIM ycuneHneM v FLAIR. MPT nso6paxeHuns A0/MKHbI UMETb BbICOKOE paspelle-
HMEe M TKaHeBYIO KOHTPACTHOCTb, ONTUMaAbHAA TOALMHA CPe3a He JO0/KHA NPeBbIWaTh 2 MM.
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B pase cnyyaes npu onpejgeneHnmn MuieHn LeanecoobpasHo NCNOAL30BaTk 400ONepaLu-
OHHbl€ CHUMKU. BO3MOXHO YMeéHblleHne OTCTYNOB 1 A03bl o6nyquvm ANA CHUKEHUA NydeBbIX
peakumnin. BosmoxHa sckanauma 4o3bl Ha y4aCcTKW runepMeTabonmn3Ma M KOMMNOHEHTa OMyXonu,
HaKan/MBaloLLero KOHTPacT Ha T1-B3BelleHHbIX MOCTKOHTPACTHbIX MP-n306paxeHunax, a TakxKe
B C/ly4ae peyn/anMBOB M arpecCMBHOro noseAeHna onyxonn. Mpu neveHnn peunanBsos nocae
nposegeHHol paHee JIT 06y4eHne GOKyCcMpyeTCa TONbKO Ha 061aCTW aKTUBHOM OMYXO0H,
6e3 0TCTyna Ha ee BO3MOXHOE pacnpocTpaHeHue.

Pexxum runodppakumonmnposarus (POA =2,5 p, COZ =15 Ip) ucnonbsyeTcs y naymeH-
TOB C OMYXONAMU, UMEOWMMUN YETKME TPaHNLbl, TMBO C MUHMMa/NIbHON 30HOW BO3MOXHOM
MHGUABLTPALMM TKaHel (40 3-5 MM), a TakKe y nNauneHToB ¢ o6paszoBaHusMun 6osee 3 cMm
N/ MAn C oNyxonfaMmn, pacnonarallwnuMmnca B6AN3N KpUTUHECKUX CTPYKTYP Mo3ra. Tnno-
$paKUMOHMpPOBaHME NPOBOAUTCA N NPU SIGYEHUWN PELUANBOB FNa/IbHEIX M 3MOPUOHAbHbIX
onyxosael nocsae nposejeHHon paHee /T.

Pa,qmoxwpyprwqecr(oe ie4eHne MOXeT NMCNOoNb30BaThbCA Y NAaLMEHTOB C HeboNbWNMU
onyxonamu grade 1-2 (40 3 CM B MaKCUMaNbHOM U3MEPEHWU), UMEIOLMMUN YETKME FPaHULLbI,
1 C He6ONbWINMM pelnanBaMmu onyxoneii grade 3—4 nocae nposegeHHol paree /IT. Mocne /IT
BO3MOXHbl OC/IOXHEHWA B BU/E OTAa/I@HHbIX MOCTyYeBbIX PeaKLMiA, B TOM YNCAe, NyHeBOV HEKPO3.

Ana pnddepeHyManbHON ANarHOCTUKM NOCTAYHEBbIX MOBPEXAEHWUA M NPOJO/KEHHOTO
pocTa onyxonw BbinosHseTcs MPT c KoHTpacTuposaHumem, MIT (M3T-KT) ¢ MeTMOHUHOM/TUPO-
3nHom/xonnHoM, MP-cnekTpockonusa, KT/MP-nepdysna. B neyeHnn noctnyyesbiX 0CN0XK-
HeHWIt BO3MOXHO npuMeHeHune NKC u/unu eeegerune 6esaymsymaba (5-10 mr/kr /B B 1-i1
AeHb Kaxable 21 feHb).

3.3. XuMunoTtepanusa

V|CI'IOI]b3yeTCFI B covyeTaHuu ¢ /1T 1 KaKk CaMOCTOATE/IbHbIN MeTo 4 N1e4eHna nocne Xmpyp-
rmyecKoro n/vmam Ny4eBOro e4eHnAa B BU4e MOHO- UNN NOANXUMUOTEPaNnnin.

3.4. ConyTcTBYyloUaa Tepanua

3.4.1. ThiokoKopTUKOCTeponaHaa Tepanua. OCHOBHbLIMM NpenapaTaMun ABAAIOTCA JeKcaMeTa3oH
(npeanoyTUTENEH) M NpeAHN30M0H. OHUM NMOKa3aHbl MPU HapacTaloLLEeM HEBPONOTUYECKOM
AeduLMTe, NPU3HaKax OTeKa MO3ra, rMnepTeH3NoHHOM cuHgpoMe. [KC MoryT Bbi3biBaTh
ZleKOMMeHcaL Mo caxapHoro guabeTa, 060CTpeHne A3BeHHON 601e3HM XeyaKa 1 12-nepcTHol
KMWKW. OBbIYHO HAYMHAIOT C MUHWUMANbHOM 403bl 4-8 Mr/cyT. B/M unv BHYTpb B 1-3 nprema
C MaKCMMabHON A030M B YTPEHHME Yackl 1 NOCAeAHNM NpreMoM He nosgHee 17.00. [losy
IKC HeO6X0AMMO CHMKATL MOCTEMNEHHO, B TeYeHWe 2 HeAenb 1 6onee (no 1-2 Mr B 4-5 gHeit),
OCHOBbIBAACh Ha KJAMHUYECKUX CUMNTOMAX U CTeMNeHN BbIPaXXeHHOCTW No60oYHbIX 3$pPeKToB
cTepougHon Tepanuu. pu nogospeHnn Ha anmdomy ncnosbsosanme NKC go nonyyeHums
TMCTONIOTNYECKOV BEpUPMKALMM He PEKOMEH/AYETCA 3a UCKNIOYEHMEM CUTYyaLnin, Korja OTEK
1 ANCNOKaLMA FONI0BHOrO MO3ra YrpoXatoT X13HU 601bHOro. MHTeHcBHOCTL Tepanuu FTKC
33BMCUT OT BbIPAXEHHOCTV CUMNTOMOB, OPMEHTUPOBATLCA CAeAYeT Ha MUHUMA/bHYIO A03Y.
OAHOBPEMEHHO HEO6XOAUMO WCMO/Ib30BaTb FaCTPONPOTEKTOPL! (H2-rncTaMmHHble 610Ka-
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TOPbI UK 610KaTOPLI MPOTOHHOM MOMIbI — oMenpa3o/ 20 Mr 2 pasa B cyTku). CanypeTukm
(pypocemungs), ocMOTUYECKME AUYPETUKM (MAHHUTON) UCMO/IL3YIOTCA MPY BbIPAXKEHHOM OTEKE
W AMCAOKaLMKM Mo3ra B KoMnaekce ¢ NKC B ycn0BUAX OTAENEeHWUIA MHTEHCUBHOW Tepanuu
MNOZ KOHTPO/IEM 3/IEKTPOIMTHOrO COCTaBa Kposu. [ocsie perpecca CUMNTOMOB HEO6XOAMMO
NOCTENeHHOE CHUKEHUE A03bl BNOTb A0 MOJHON OTMeHbI (Mpy OTCYTCTBUM BO306HOBAEHMS
CMMNTOMOB).

3.4.2. MpoTuBOCYAOpPOXKHaA Tepanua. AHTUKOHBY/IbCAHTbl HAa3HA4aKOTCA NPU HAZIMHYNM CY0POXK-
HOrO CMHAPOMa (B T. Y. B aHAMHE3€) UM NPU3HAKOB 3MUAENTUGOPMHOMN aKTUBHOCTM MO AAHHBIM
33T MNpun nnaHMpoBaHuM 1 NposeaeHnn XT enaTelbHO UCNO/b30BaHNe aHTUKOHBY/IbCAHTOB,
HE VHAYLMPYIOWMX GEPMEHTbI MeYeHn (1aMOTPUANKUH, IEBETUPALETAM); HEXENATEIbHO
ncrnosib3oBaHve KapbamasenuHa, peHnTonHa, peHobapbuTana, a TaKKe BasbNpoaTa HaTpus
(113-3a ero BO3MOXHOM remMaTo0rnYecKoi TOKCMYHOCTH). MpoduaakTUYeckoe npuMeHeHme
aHTMKOHBY/NbCAHTOB B OTCYTCTBME SNUNPUMNAJKOB B aHaMHe3e He o6A3aTenbHO.

3.4.3. AHTusMeTunueckana Tepanusa. [1py nposegennn XT n JIT MoryT pa3BmMBaTbCA TOWHOTA
1 peoTa. lNpn nx noasaeHnn BbinoaHAeTCA KT roNOBHOro MO3ra A UCKKOYEHNA OKK/031-
OHHOW rugpouedannu, npu ee obHapyXeHUW pellaeTca BONPOC O BEHTPUKYAONepUTOHea b-
HOM WyHTUpoBaHun a XT uan JIT npekpawatoT. C Le/ibto NpPOGUNAKTUKN 1 Ne4eHNA TOLLHOTbI
1 PBOTbI pEKOMeH/yeTCA NpYMEeHeHNe OHAaHCeTPOHa 4 Mr 2 pa3a B /leHb eXe/JHeBHO Ha (poHe
NT. Npu nposeseHum XT — 8 Mr (1u 16 Mr) oHAAHCETPOHA MPUHUMAIOTCA BHYTPb UM BBOASTCH
B/B 3a 30 MWH. 40 NpneMa WA B/B BBeAEHUA XMMUONpenaparta, Aanee — Mo nokasaHnam
(4epe3 6 yacoB exesHeBHO Ha $poHe XT 1 ABa 4HA NOC/E ee 3aBeplueHws). Mpu coxpaHeHUu
pBOTHI Ha pOHe NpremMa aHTUIMETUKa PeKOMeH/0BaHO B CXeMy BK/OYUTbL [eKcaMeTa3oH
OT 4 Mr A0 8 Mr OJHOKpaTHO.

3.5. Ha6bawaeHune

Mocne 3aBepleHna neveHna peKoMeHayeTca perynapHoe BbinonHeHne MPT ronosHoro
MO3ra B CTaHAaPTHbIX MPOEKLMAX C KOHTPacTupoBaHmeM B pexkumax 11, T2, FLAIR, DWI. Mpu ony-
XONAX, CKIOHHbIX K TeNTOMEHUHIeabHOW AUCCEMUHALNMN, HEOBXOAMMO BbINOAHATL MPT BCcex
OT/AeNoB CNMHHOro Mo3ra. K Takum HoBoobpasoBaHMAM oTHOCATCA Auddy3Has ranoma cpes-
Hel IMHUK C anbTepaunen B rene H3 K27; anddysHas nonylwapHas ramomMa c MyTaumein B reHe
H3 G34; MukconanuanapHasa sNeHAMMOMa; CMMHaNbHaA aNeHAMMOMa C aMnanduKaLmen reHa
MYCN; cynpaTeHTOpu1asbHan aneHAMMOMa; rnMo6aacToMa C NPUMUTUBHbLIM HeipOHa/bHbIM
KoMMoHeHTOM (0cobeHHO ¢ aMnandrKaumnei reHa MYCN); sMEprOHanbHble OMYX0/u; OMYyX0/u
WUWKOBMUAHOM Xeesbl (0cO6eHHO ¢ runepakcnpeccueit reHa FOXR2, amnandukaumei reHa
MYCN v ansTepaumeii reHa RBT-npeMMyLLeCTBEHHO Y AeTeil); MMHeabHas napeHXxMMaTo3Has
OnyXxo/b NPOMEXYTO4HOW AnddepeHupoBku grade 3; nanuanspHas ONyxonb NUHeanbHOW
o6nactu grade 3 (peaKo); nnHeo6aacTOMa; MMAOLUTapHAs acTPOLMTOMA (PesKo); MUAOMUK-
congHana actpoumntoma. OueHka MPT-aaHHbIX NPOBOANTCA B COOTBETCTBUN C KPUTEPUAMM
appekTnBHOCTM NedeHns RANO c 06A3aTeNbHbIM HaAMYneM BCeX MPU3HAKOB A/1A KaX40ro
KpuTepusa (Taba. 3). ns onpegenenna GpyHKUMOHANBHOTO CTATyCa HEMPOOHKONOTUYECKUX
60/1bHbIX MCMONb3yeTCA WwKana KapHosckoro (Taba. 4).

3/IOKAYECTBEHHbBIE ONYXON ToM/vol. 12 Ne3s2 « 2022 MALIGNANT TUMOURS
Poccuiickoe 061ecTBO KAMHUYECKOI OHKONOT K Russian Society of Clinical Oncology



1 22 MpaKkTnyeckne peKoMeHAaunm RUSSCO

Ta6nuua 3. Kputepun apdpektnBHocTU no wkase RANO.

MonHbil oTBET YacTuyHeIii oTBET MporpeccuposaHue
+  Perpecc Bcex KOHTpacTupye- + YMeHblueHue 6onee + YBennyeHue 6onee
MbIX O4aroB yeM Ha 50% cyMMbI nepneHau- 4yeM Ha 25% CyMMbl
+  CrabunbHble UM yMeHblLato- KYNAPHBIX 1aMeTpOB BCex nepreHANKYAAPHbIX
LMecs HEKOHTpacTUpyeMble 13MepAeMbIX O4aros /\VamMeTpOB BCex onpegense-
B pexwume T2 FLAIR ovarn +  OTcyTCTBME NpOrpeccum MbIX O4aroB
+ Ortcytcreue Tepanum FKC HensMepsAeMbIxX 04aros *  3HauuMoe yBennyeHve
+ HeBponoruyeckoe ynyuueHune + CrabunbHble UM yMeHblLako- HEKOHTPaCTUPYyeMbIX
1M cTabunmsaums LMeCA HEKOHTPaCTUpyeMmble B pexxume T2 FLAIR oyaros
B pexxvme T2 FLAIR oyarn + [osBneHne HOBbIX O4aroB
+ CrabunbHble MW yMeHbluako- + CrabubHble nan yBeanym-
wmecs po3bl NTKC Batowmecs go3sbl [KC
+ Hesponoruyeckoe ynyuuenue + HapacraHue HeBposioruye-
nnn ctabunusaums CKMX CUMMTOMOB

Bce ocmanbHble cumyayuu pacyeHuBaromca Kak cmabuau3ayus COCmosHUS.

Ta6auua 4. LLikana oueHkM GyHKLMOHaNLHOTO cTaTyca (no KapHoBckoMmy).

% XapaKTepucTuKa cOCToAHUA

100 CocTofHMe HOpMa/bHOE, Xanob HeT

90 CnocobeH K HOpMaNbHOW AeATEIbHOCTM, He3HAUNUTE IbHbIE CUMMTOMBI UM NPU3HaKK 3a60neBaHNA

80 HopManbHas akTUBHOCTb C YCU/IMEM, He3HaUNTe/IbHble CUMMTOMBI MM NPU3HAKKM 3a6oneBaHNs

70 O6cnyxuBaeT ceba CaMOCTOATE/IbHO, He CMOCOBeH K HOPMa/IbHOM eATeNIbHOCTM MM aKTUBHOI paboTe

60 Hy»aaeTca nopoit B NOCTOPOHHEN NOMOLLM, HO CMOCOBeH caM Y/0BNeTBOPATL 6O/IbLUYIO HaCTb CBOWX
notpebHocTel

50 Hy»aaeTcs B 3HaUMTENbHOI NOCTOPOHHEN MOMOLLY U MeAULIMHCKOM OBCNYKMBAHUM

40 MHBanug, Hy*aaeTca B CneLuanbHOM NOMOLWMK, B T. 4. MeAULIMHCKO

30 TaXenas MHBaNNAHOCTb, NMOKa3aHa rocnuTann3alma, XoTA CMepTh HEMOCPe/ACTBEHHO He yrpoXaeT

20 Tsxenoe cOCTOAHME, HEOBXOANMBI FOCMNNTANN3ALMA U IeYeHne

10 YMuparowmit

0 CmepTb

4. AITOPUTMDI IEMEHUA PA3JINYHDBIX TPYN
NMEPBMYHbIX OMYXOJIEM LHC

4.1. OTrpaHMYeHHble aCTPOLUTOMBI U FIMOHEepOHabHbIEe
onyxonu (grade 1): nunouyuTapHas actpoynToMa, cy6aneHamumanbpHas
rMraHToK/ieTo4Has acTpouuTOMa, raHrAMoramoma

Mocne pagnKanbHOro yaaneHns obbi4HO He TpebytoT NpoBeAeHNA afblOBaHTHOW Tepanum,
NpoBOANTCA AUHaMUYecKoe HabntogeHne: MPT oguH pa3 B 3-6 MecsALEB UM NPU HapacTaHWK
HEBPOOrMYeCKMX CUMMTOMOB.
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Mpn Mx 0310Ka4eCTBAEHNM IeHeHNE OCYLLeCTBAARTCA NO NPUHLUMNAM NeYeHNA 3/10KaYe-
CTBEHHbIX rMoM. Mpu Anddy3HOM Cy63neHAUMapHON TMraHTOK/eTOMHOM acTpouuToMe (04HO
13 NposBAeHUit Ty6epO3HOro CKAepo3a) NokasaHo neyeHne HrnbuTopom mTOR 3Bepou-
MycoM. [pu HenosHOM yaaneHun/6muoncum Man Haanydum xoTa 6el ogHOro paKTopa pUcka
pasBUTUSA paHHero peynanea (Bospact > 40 seT, pasmep onyxosu 6onee 60 MM, HEBPONOT Y-
YeCKMit 4edULUT, MOpaKeHNe A4BYX AOEN UK MO30ANCTOrO Tesla) BeinoaHsaeTca NT. Naym-
€HTaM C MUI0LMTapHOM acTPOLUMTOMOM C AMaMeTPOM ONYX0/IN A0 3 CM MOXKET BbINONHATHCA
paavoxupyprus (10-14 Ip), 6onee 3 cM — B pexxume runodpakumoHnposanusa (3-5 dppakuuit
40 CO/Jl 18-25 Ip). XT 3Toi KaTeropuu 60/1bHbIX TPOBOAUTCA TO/ILKO B C/1y4Yae peLunansa/npo-
rpeccuposaHua 3abonesaHna. TapreTHas Tepanva NPUMeHAETCA NPU IMOMaX HU3KOMN CTeMNeHn
3/10Ka4eCTBEHHOCTU C MyTauuel B reHe BRAF. Bonpoc o ie4eHnmn naymeHToB cTapue 70 net
pelaeTca MHANBUAYaNbHO. ANTOPUTM fle4eHUA B3POC/bLIX 60bHLIX C AUPDY3HBIMU Fnasb-
HbIMK onyxonamu grade 1 npeacTaBaeH B Tab. 5.

Ta6auua 5. AaropuTM nedeHns B3pocbiX 60/1bHBIX € ANPGPY3HBIMU MNaAbHBIMU
onyxonsamu grade 1 (nunounTapHas acTpoumToMa, Cy63neHAMMasIbHas TUraHTOK/IeTOHas
acTpOLMTOMA, FaHrIMOrINOMa).

PeKkoMeHA0BaHHbIe PeXUMbI BO3MOXKHbIE peXuMbl
AfbloBaHTHas Tepanus Mocne paankanbHOro XMpypri- BRAF/MEK nHru6utopsi (MA, IT):
YeCKOro yaanenus — Habnwoae- +  pabpadeHn6/TpamMeTUHNG
Hue +  BeMypadeHn6/KobuMeTUHNG
mTOR nHruéutop (CIrA) — 3se-
poammyc
Peunams/nporpeccus 3abonesa- + NIT+PCVum CV NTRK-nepecTpoiiku B onyxonu:
HUA + /1T +Temo30n0Mug, *  NapoTPeKTUHMG
+ /1T Ha poHe exxeHeBHOrO * SHTPEKTUHUE
npuema Temosonomuaa+AXT | BRAF (V60OE) akTvaupytowme
TEM030/10MUZA0M MyTaumm — BRAF/MEK nHrném-
+ PCV TOpbI:
+ JlomycTtuH +  pabpadeHn6/TpamMeTHNE
+ KapmyctuH +  BeMypadeHn6/KobuMeTUHNG
MEK uHrnéurop:
+ cenyMeTuHu6 (ana NA
¢ BRAF-nepecTpoiikamm
wnv BRAF (V60OE) akTveupyto-
WyMK MyTaumaMm nam HO1)
MnatuHocogepwalume cxemsl (MA):
* LUMCNAATUH + 3TONO3KA;
+  Kap6onnaTuH +3Tonosng
+ KapbonnatuH

CokpaueHus: PCV — npokapbasuH + 10MyCmMuH + BUHKpucmuH; CV — nomMycmuH + BuHkpucmuH; AXT — adbto-
BaHmHan XT; COTA — cy63neHOuMapHas 2u2aHmoKkaemoyHas acmpoyumoma; HP1-nelipogubpomamos 1 muna;
A —nunoyumapHas acmpoyumonma; [T — 2aHz2au02AUOMa.
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4.2. AndPy3Hbie rMNOMBI M OTFPaHNYEHHbIE aCTPOLUTAPHbBIE INTUOMBI
(grade 2): actpouyunToma c MyTaumeii B reHax IDH; onurogeHaporanoma
c myTaumeit B reHax IDH n ko-aeneuueit 1p/19q; nneoMopdHasn KcaH-
ToacTpoymtoma

Ana andPy3HbIX aCTPOLUTOM XapaKTepeH MHBA3MBHbIM POCT C NOCTeNeHHoN TpaHchop-
Mauuel B acTPOLUTOMbI 60/1ee BbICOKOM CTeneHn 3/10KayecTBeHHOCTU. ObbeM pesekLmnmn
ABIAGTCA BaXHbIM NPOrHOCTUYECKUM PaKTOPOM, O HAKO He y BCeX 60/IbHbIX OMYX0/1b MOXHO
yAanuTb ToTanbHo. [pn nokannsauum onyxoam B rnybokmx obaactax Mosra uam B GyHKLUKO-
Ha/NbHO-3Ha4YMMbIX 30Hax 4acTo BbinonHAaeTca CTh.

Bonpoc o yenecoobpasHocTn HasHadeHus NIT u XT pewaeTca UHAUBUAYANBHO C onpe-
AeNeHNeM rpynn HU3KOrO WU/N BICOKOTO pUCKa NpOrpeccupoBanus onyxonm (puc. 2). K dpak-
TOpaM BbICOKOTO PUCKa OTHOCAT: BO3pacT > 40 neT, HaAnyue pesnayanbHoi onyxoau nocne
XUPYpruyeckoro yaanenus (cy6TotanbHas UM HacTUYHAA pe3eKLUs, OTKPbITas UK CTepeo-
Takcuyeckan 6rorncus), pasmep onyxosm 6osee 60 MM, HEBPOIOTMYECKMIt 4eDULNT, TOpaxeHne
ABYX A40/1ei UAU MO3O/IMCTOrO Tesla (40CTAaTOYHO HaMuus og4HOro dpakTopa). K paktopam
pUCKa pa3BMTMA PaHHEro peLnanBa MOXHO OTHeCTM GOKanbHOE HAaKONAeHMe KOHTpacTa
Ha MPT v nHaekc HakonaeHus POT (MeTUOHMHA), COOTBETCTBYIOWMIA aHanaasum, Npu npo-
BegeHun MNIT-KT (40CcTaTouHO HaAMumMa o4HOro dpakTopa). [locae onepaTMBHOIo BMelaTe b-
cTBa BCeM 60/1bHbIM NpoBOAUTCA /1T 3a UCK/NIOYEHMEM CyYaeB C NOHOW pe3eKLneit onyxonm
1 6e3 Hannyma GaKTOPOB pMCKa paHHero NporpeccupoBaHma. B aTux cayyanax npoBoanTCa
HabnogeHne — MPT 1 pas B 3-6 MecALeB UM NpyU HapacTaHUU CMMNTOMOB. pY HENOHOM
yaaneHnm/61Moncum onyxoam U npu HanM4uum ellle oAHoro GakTopa BbICOKOrO pUCKa pasBuTus
paHHero peuuanBa nokasaHo HasHavyeHune ITc PO/ 1,8-2,0 Tp go COA 50,4-54 Tp n/nan XT
(Tabn. 6). PagMoXmMpyprua MOXKeT pacCMaTpMBaTLCA NPU HEBOLLIMX OTFPAHUYEHHBIX OMYX0AAX
M Npu NoKanbHbIX HeboNbWMX peyngnsax nocae /NT.

MauueHTaM noxuaoro sospacrta (cTapwe 70 neT) ¢ 06wWUpHBIMKU onyxoaaMu /1T MoxeT
He MPOBOAWTLCA, @ Ha3HAYaeTCA MOHOTepanus TeMo3osoMugoM (5/23) (Taba. 6). Bonpoc
0 HasHavyeHun NIT n XT ocnabaeHHbIM naymeHTam (HU3KU MHAeKC KapHOBCKOrO u/nau npu-
3HAKW BHYTPUYEPEMNHOM rMnepTeHsunn), a TakKe 60bHBIM C PaCNpPOCTPAHEHHOM OMYX0NbiO
pewaeTtca UHAMBUAYaNbHO. [Tocne oKoHYaHMA Kypca JIT BbiINONHAGTCA KOHTpOoAbHaa MPT
(4epes 2-4 Hepenn nocie okoH4YaHua /1T, a 3aTeM Kaxable 2-3 MecALa B Te4yeHue 2-3 neT)
C pelweHneM Bonpoca o LenecoobpasHoctu nposegeruns XT.

Mpwv peunanBe oLeHMBaeTCA BO3MOXHOCTL MOBTOPHOIO YAaeHNA C NepecMOTPOM rMcTo-
NOTNYeCKOro AnarHo3a. [pn HeBO3MOXHOCTM MPOBeAEHNA XMPYPrYeCKOro yjaneHuna cteneHs
aHan/aasnm MOXHO OLeHNTb no pesynbTatam MN3T-KT c aMUHOKMCNOTaMM M HAKOMAEHWNIO KOH-
TpacTaonyxosbto npu MPT. [pu nnaHMpOBaHWUM N€YEHUA YHUTLIBAETCA, Kakue MeToAbl 6blan
MCNONb30BaHbl paHee, MPUMEHANUCH X yYeBas U/Uan XMMnoTepanus, 6bi1 AN JOCTUTHYT
06BEKTUBHBIN OTBET Ha /IeveHme.
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4.3. AndoysHbie rnmombl grade 3-4 U rAMOHENpPOHa/IbHbIE ONYXO0U
grade 3: actpoyutoma c MyTaumei B reHax IDH grade 3; acTpouuTto-
Ma c MyTauueii B reHax IDH grade 4; onurogeHapornmoma c MyTa-
uueii B reHax IDH v ko-peneunein 1p/19q; nneoMopdHas KcaHTO-
acTpouuToMa; ramobnacrtoma 6e3 mytauuii B reHax IDH; audoysHasn
rnMoma cpejHei AIMHUM c anbTepauueil B reHe H3 K27 grade 4;
aAvddysHas nonywapHas ramoma c Mytauueit H3 G34 grade 4;
raHramornnoma grade 3

4.3.1. InarHocTyrKa ocylecTBaseTcs ¢ nomolybto MPT, M3T/M3T-KT. MonekynapHo-reHeTU4eckoe
nccnegoBaHue: MyTauum B reHax IDH1/IDH2, ko-aeneumns 1p/19q, MeTuAnpoBaHme npoMoTopa
reHa MGMT, myTauuu B reHe BRAF, myTaummn B rede TERT, romosuroTtHasa geneuna CDKN2A
n/nnn CDKN2B.

4.3.2. Onpejenermne CTeneHn 3/10Ka4eCTBEHHOCTU ANPY3HbIX FTMOM OCHOBBIBAETCA Ha Ha/U-
4MM B OMYXO/IN YKa3aHHbIX Bbille KPUTEPUEB 3/10Ka4eCTBEHHOCTM, MHAeKCca npoandepaLum
Ki-67 (Tabn. 1) u HOBOrO KpUTepUs — roMo3nUroTHOM Aeneuunn CDKN2A n/unn CDKN2B.
O6HapyxeHune romosnrotHom aeneumn CDKN2A w/vwnn CDKN2B npnsoanT K M3MeHeHUo
CTEeneHu 3/10Ka4eCTBEHHOCTY Anf Anddy3HbIX acTpouuToM (puc. 1). Ecam oHa o6HapymBa-
eTCA B OMYX0/IN, JaXe B C/ly4ae M’MCTONOMMYECKOM KapTVHbl «406pOKayeCTBEHHON rIMOMbI»
(Npv OTCYTCTBUM MUKPOCOCYANCTON NpoAMdEepaLn 1 HEKPO30B), CTereHb aHamn1asum 6ygeT
cooTBeTCTBOBaTH grade 4. [pu oTCyTCTBUM MyTaLmm B reHax IDH LienecoobpasHo ncciefoBatb
MYTaLMOHHBIV cTaTyc reHa H3F3A, MyTaLum KOTOPOro Yy ieTell 1 B3pOC/IbIX MOTYT BO3HMKaTb
B /iBYX BAPUAHTax: B CPEAUHHbIX OMyX0/1sX — K27 (He61aronpusTHbINA MPOrHO3) 1 B NO/YILAPHbIX
onyxonsix — G34 (MpOrHo3 OTHOCKTE/ILHO 61arONPUATHBIN, YaCTO COHETAIOTCA C METUANPO-
BaHWeM npoMoTopa reHa MGMT). Omyxo/u, T1MCTONOTMYECKU COOTBETCTBYOLWME ANdPY3HOM
acTpounToMe, HO 6e3 MyTauwuii B reHax IDHT wav IDH2, uenecoobpasHo JOMOAHUTEIBHO
nccneAoBaTh ANA OLEHKM MyTauuu B reHe TERT, amnandukaumm reHa EGFR. ndoysHble
acTpoumToMbl 6e3 MyTauuii B reHax IDH1/IDH2 cnepyeT cuntaTh ranobnactomamu, B 3TUX
onyxonax BbiaBAAlOTCA MyTauma TERT n/wan amnandukaums EGFR.

4.3.3. JleyeHue

4.3.3.1. Mocne xMpypruyeckom pesekuum onyxoau naumeHTam ¢ BepuduLMpoBaHHbIM ANArHo3oM
npoeogutca /T (30 ppakuuii no 2 Ip Ha dpakumio 4o CO/J] 60 'p) ¢ 0AHOBPEMEHHBIM exe-
AHEBHbIM NpreMoM Temozonomuaa (75 Mr/m?) B TeueHmne Bcero Kypca /1T ¢ nocneayioeit
aAbtoBaHTHOM XT (puc. 3). B GTV pekoMeHAyeTcs BK/OUaTb OCTATOUHYIO OMYX0/b U/ Un I0XKe
onyxosn. Ha gose 46 I'p npu PO/ 2 I'p n 50,4 I'p npn PO/ 1,8 ['p BO3MOXHO COKpalleHne
o6bema 06yyeHus (6yct). MaymenTam ctapiue 70 feT, a TakKe 60/1bHbIM B 061LeM COCTOAHMUM
no wkane KapHoBckoro < 60% pekoMeHZAOBaH pexuM runodpakymoHnposanus ¢ PO/ 3 I'p
n COA 45 Tp.
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Tabaunua 6. PekoMeHAYEeMble PeXXUMbI IeKapCTBEHHOM Tepanumn anddysHbix ravom (grade 2-4)
1 FIMOHepOoHanbHbIX onyxoseii (grade 3).

Pexxum Cxema nposegeHus

Temo3sonomua’ TeMo30/10Mu4 (B coctase X/T) 75 Mr/M2 BHYTPb €XKeAHEBHO, HA4MHas
C NepBOro AHA 1 Ha NpOTAXeHun Bcero Kypca /1T

Temo3zonomua' Temo30/10Mng 150-200 Mr/M2 BHYTpb B 1-5-11 gHu, umkn 28 aHeint (5/23),
6-12 umknos

PCv2 noMycTiH 100 Mr/M2 BHYTpb B 1-i1 ieHb + BUHKPUCTUH 1,4 Mr/M2 B/B B 1-i1
1 8-i HM + npokap6asuH 60-75 Mr/M? BHYTPb B 8-21-11 AHW, UMKA
6-8 Hegenb

cv NoMycTyH 90 Mr/M? BHYTPb B 1-1 ieHb + BUHKPUCTUH 1,4 Mr/m2 B/B B 1-i1
1 8-1 AHW, UMK 6-8 Heaenb

JIOMYCTUH noMycTuH 90-110 Mr/m2 BHYTpb B 1-11 fieHb, UMK 6-8 Heaenb

KapMyCTuH KapMycTuH 200 Mr/m? B/B 1-4acoBas UHY3WA B 1-i1 ieHb, LUK 6-8 Heaenb

KapMyCTVH KapMycTuH 80 Mr/m? B/B 30-MUHYTHaA MHY3MA B 1-3-1 AHW, UMKA
6-8 Hegenb

PC npokap6asvH 60 Mr/M? BHYTpb B 1-10-i AHW + 10MYyCTUH 100 Mr/m2 BHYTpb

B 1-1 A€Hb, UMKN 6-8 Hegenb

TEMO3010MMA + UNMCNAATUH

TeMo30710MU4 150 Mr/m? BHYTPb B 1-5-11 AHM + uncnnatuH 20 Mr/m? B/B
B 1-5-1 AHW, UnKn 28 AHelt

Temo3o/si0MuA + KapGOI‘II]aTMH

TeMo30/10Mn4 150 Mr/m? BHYTPb B 1-5-i1 AHM + kap6onaaTi AUC3
B/B B 1-i A€Hb, LWKA 28 aHeit

TeMo30/10MU + beBaLm3ymMab

Temo30/10Mm1g, 150-200 Mr/M? BHYTPb B 1-5-11 AHW + 6eBaLm3ymab 5-10 mr/kr
B/B B 1-11 1 15-11 AHW, UMKA 28 AHeit

6eBaLu3yMab +3Tono3n

6eBauun3ymab 5 Mr/kr /B B 1-1 v 15-11 gHu + 3Tonosug 80 mr/m? /B
B 1-5-1 AHW, unKn 21 nnmn 28 AHew

6eBaLm3yMab + MpUHOTeKaH

6eBaLy3ymab 5-10 Mr/kr B/B B 1-11 1 15-i1 HW + upnHOTeKaH 125-200 mr/m?
B/B B 1-/ 1 15-11 AHW, UMKA 28 AHeit

fabpadeHn6 + TpaMeTUHNG®

fabpadern6 150 Mr BHYTpb 2 pasa B ieHb €KeHEBHO + TPaMeTUHUG 2 Mr
BHYTPb 1 pa3 B leHb eXe/HeBHO, 10 MPOrpeccupoBaHuUA WU Henepe-
HOCMMOW TOKCMYHOCTU

BeMypadeHn6 + KobMMeTUHNG?

BeMypadeHn6 960 Mr BHYTPb 2 pasa B A€Hb eXKeAHEBHO + KOBUMETUHNG
60 Mr BHYTpPb 1 pa3 B geHb B 1-21-11 AW Kaxaple 4 Hegenu, 4o Nporpec-
CVPOBaHWA UM HEMNEePEeHOCUMOM TOKCUYHOCTY

1 CmaHdapmHsili pexxum das acmpoyumapHsix onyxoneli (grade 3-4).

2 CmaHdapmHbili pexxum 043 acmpoyumapHsix onyxoneli (grade 2-3).

3 fnsonyxoneli c Mymayuel B 2eHe BRAF.

4.3.3.2. MNaumneHTaM c omrogeHaporavomoli grade 3 B nocseonepaLMoHHOM NepUOAEe PeKOMEH/0-
BaHbl JIT 1 XT (PCV uam MoHOTepanusa TeMO3010MUAOM). JIeYeHMe MOXKHO HaunHaTb Kak ¢ 1T,
Tak v ¢ XT. Mpwn nonHom oTteeTe Ha XT npoBegeHue /IT MoxKeT BbITb OTNIOKEHO B KayecTse
pesepsa fieYeHna Npu pasBUTUM peunanea (Tabn. 6).
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4.3.3.3. NceBaonporpeccusa. Yepes 2-3 MecsLLa Noc/se KOMEUHMPOBaHHOW X/IT Ha KOHTPO/bHbIX
MPT MoXHO HabaoAaTb GeHOMEH NCeBAONPOrpeccUm ONyxXoan — yBeanyeHne ee KOHTPaCTU-
pyeMoii 4acTu Npu OTCYTCTBUM HapacTaHWA HEBPOOTUYECKNX CUMMTOMOB U NPU CTabU/bHbIX
posax [KC. B gaHHol cnTyauum pekoMeHgyetca M3T ¢ MeTMoHMHOM/TpO3uHOM nan MPT
C KOHTPaCTMpOBaHMeM Yyepes 2 Mecsla, Uan, npu Heobxogumoctu, — CTb.

4.3.3.4. Habnrogenmne. MPT c KOHTpacTVpoBaHWeM B TPEX NPOEKLMAX B CTaHAAPTHbIX PeXunMax —
T1, T2, FLAIR, T1 c ToANMHOW Cpe3a, He npeBbiLLatoLieit 2 MM, BbINONHACTCA Kax/ble 3-4 MecaLa.

4.3.3.5. He6naronpuatHeie ¢paKTopbl NPOrHo3a. MMCTO0rMYeCcKme XapaKTEPUCTUKMN OMYXOn,
BO3pacT cTapue 70 seT, GyHKLMOHANbHbIN CTATYC No WKane KapHoBcKoro Himke 60 %, Heno-
Has peseKuns OMNyX0u, BbICOKan SKcnpeccus reHa MGMT (Uaun oTCyTCTBME METUAUPOBAHWA
npomoTopa reHa MGMT), oTcyTcTBMe MyTaLuu B reHax IDH1/IDH2.

4.3.3.6. J/leyeHue peungueos/nporpeccmpoBanma. pu BO3ZHWKHOBEHWUW peLnanBa/nporpec-
CMpoBaHWA 3aboneBaHWA BOMPOC O MOBTOPHOM XWMPYPrMYeCcKoM BMellaTeNbCTBE, NOBTOPHOM
JIT 1 nekapCTBEHHOI Tepanum pellaeTcs HAMBUAYanbHoO (puc. 4). Buas 1T paccmaTpusatoTcs
B 3aB/CMMOCTM OT XapaKTepa peLynBa — JIOKa/IbHbl B MECTE NePBUYHO OMYyXOM, OTAANEHHBIN,
AViCceMUHaLMA Mo 060/104KaM FOJI0BHOTO U/ WUAV CIMHHOTO MO3ra U T. /., BpEMEHU OT NpeAblAy-
wein /1T, pasmepa HOBOro oyara. B kauecTse Tepanum peKOMeH/A0BaHbl PEXUMbI C BKAIOYEHEM
6eBaLm3yMaba, CxeMbl C NpenapaTamMu MaaTyHbl, a Takke XT TeMO3010MUAOM B C/ly4ae 06 beKTUB-
HOro OTBETA Ha NeYeHue B NepBOM IMHMK Tepanuu uam nocse MXT no cxeme PCV/CV (taba. 7).

Ta6nuua 7. PekoMeHAyeMble PeXnMbl IeKapCTBEHHOM Tepanuu peunanBoB Auddy3HbIX MOM
(grade 3-4) 1 ravoHelipoHanbHbIX onyxosei (grade 3).

Pexum

Cxema nposegeHuns

TemMo30/s10MUA

TeMo30/10MUA 150-200 Mr/M2 BHYTPb B 1-5-11 AHW, LKA 28 aHelt
(5/23)

TeMO030/10MUZ, B METPOHOMHOM peXxnMe

TeMO030/10MUA 75 Mr/M?BHYTPb B 1-7-11 AHW, UMKA 14 aHelt

6eBal3ymad

6eBaL3yma6 5-10 Mr/kr B/B B 1-1 1 15-11 AHW, UMKA 28 AHelt

6eBaLu3ymab + TeMO30N10MUA

6eBauu3ymab 5-10 Mr/kr B/B B 1-# 1 15-1 AHW + TeMo30/10MUA,
150-200 Mr/M2 BHYTPb B 1-5-11 AHW, LKA 28 aHel

6eBaLu3ymab + 10MyCTUH

6eBauzymab 5-10 mr/kr B/8 B 1-#, 15- 1 29-11 AHW + NOMYCTUH
90 Mr/m2 BHYTpb B 1-11 fieHb, LIMKA 6 Hejenb

6eBauun3ymab 5-10 mMr/kr B/B B 1-i1, 15-i, 29-i1 1 43-i1 gHU + No-
MyCTWH 40 Mr BHYTpb B 1-i4, 8-i4, 15-11 1 22-11 AHK, UMK 6 Hegenb

6eBal|3ymMab + UpUHOTEKaH

6eBaL3yma6 5-10 Mr/kr B/B B 1-1 1 15-11 AHW + MPUHOTeKaH
125-200 Mr/m2 B/B B 1-1 1 15- A4HW, UMK 28 aHeR

6eBaLu3ymab + kapbonnaTuH

6eBauu3ymab 7,5 Mr/kr B/B B 1-ii AeHb + kapboniaTnH AUCS
B/B B 1-1 AeHb, UMKA 21 AeHb

TemMo3o/10MUAa + Kap60|‘II'IaTVIH

Temo3on10Mna 150 Mr/M? BHYTPb B 1-5-i1 AHM + kapbonaaTuH
AUC3 B/B B 1-11 AeHb, LnKA 28 fHel
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4.4. Onyxonun cTBO/1a FOIOBHOr0 MO3ra

Mpun y3noBbix popMax onyxonen cTeoaa Mo3ra, sk3oPUTHOM XapaKTepe pocTa, T.e.
npu MP-npu3sHaKax nosHOM WK YaCTUYHOW OTFPAHUYEHHOCTHM OT CTPYKTYp CTBO/IA (HanpuMep,
NPV MUIOUAHOM aCTPOLMTOME) MOKA3aHO YAa/IEHUE OMYXONU UAKN OTKpbITas 6uoncus. [lanee,
B 3aBMCMMOCTM OT FTMCTONOMMYECKOro AMarHo3a, Bo3pacTa v pajUKanbHOCTH yAaNeHNA Ha3Ha-
vatotca T u/nan XT. Mpu anddy3HOM xapakTepe pocTa U HEBO3MOXKHOCTU BbIMOJHUTD Jaxe
CTB (13-32 BLICOKOTO PUCKA U3HEYTPOMKALWMUX OCIOKHEHUIT) PEKOMEHA0BAHO BbINMONHEHME
M3T-KT c aMMHOKMCAIOTaMU ANA OLLEHKM CTeMNeHn aHanaasum onyxonun. HasHavenue 1T u XT
TakuM 60/bHbIM NPOBOAUTCA B MHANBUAYaNbHOM NopsAjKe. PeKoMeHAyeTCA NpUMeHeHue
CTepeoTaKcUyecKom TeXHUKKN 061yderuns go COZ 54 Ip 3a 30 dpakuuin, otctynsl Ha CTV n PTV
MUHUMU3UPYIOTCA C YH4€TOM MaKCMMaNbHO TOYHOIO ONpeAeNeHna rpaHunL, ONyXxoam Ha OCHO-
BaHWWN CTPYKTYPHbIX N MeTaboNMYeCKNX MeToA0B HelpoBusyanmsauuu. Npu 10BEHUAbHBIX
rInOMax 4eTBEPOXO/IMHOW NNACTUHKM NOCe paspelleHnsa rugporedannu ocylecTsaseTca
perynspHoe KamHudeckoe u MPT-Habto4eHue (B Cayyae NporpeccupoBaHus Onyxoau pac-
CMaTpMBaeTCA BOMPOC 06 yaaseHNM onyxou ¢ nocaeayowen JT).

4.5. DneHagMMoMa

BbigenatoT Tpy 6Monornyeckmnx noaTuna C y4eTom NoKanansaunm nepBMYyHOro ovara
M reHeTu4yeckoi abeppaunu:

+ cynpaTeHTopuanbHas aneHauMMoMa ¢ ZFTA fusion-positive; cynpaTeHTOopuanbHas snex-
avmMoMma c YAPT fusion-positive;

+  3MNeHAMMOMa 3aAHel YepenHoi amku rpynnel A (PFA); aneHAMMOMa 3a4Hel YepenHom
AMKW rpynnbl B (PFB);

*  CNUHanbHaA 3neHAMMOMa ¢ aMnandukaymenn reHa MYCN.

CreneHb aHan/iasnMm ONYyX0aM YCTAHOBNEHA B KaXAOW HO3010TNM KPOMe «CMMUHAbHOMN
3NeHAMMOMbI C aMnAndukaumeit reHa MYCN», 3Ta onyxosib MeeT He6AaronpuATHLIN Npo-
rHO3 C BbICOKOW YaCTOTON BO3SHUKHOBEHMWA OTCEBOB, YTO HEOHXOAMMO YUUTHIBATL NpU BbIGOpE
TaKTUKW eYeHus.

Beayuiyto ponb B MporHose urpaet xMpypruyeckoe yaaneHue. [1pn ToTanbHOM yAaneHun
aneHanMMoMbl grade 1 pekoMeHAyeTcs HabatogeHue. [1py ycTaHOBEHUM AMarHO3a SMeHANMOMBI
grade 2 nnwu grade 3 B nocsieonepaLoHHOM nepuoge BbinoaHAeTcs MPT roN0BHOrO 1 CMUHHOTO
MO3ra C KOHTPACTUPOBAHMEM C Lie/1blo BbIABNEHUA BO3ZMOXHbIX CybapaxHouganbHblx MeTacTa-
30B M UCCIeA0BaHME CTMHHOMO3MOBOM XMUAKOCTH Ha ONyXoeBble KNeTKU (He paHee 2 Heaenb
nocne onepauyuu) (puc. 5).

Mpu HepaAWKabHOM yAaneHUN sneHAMMOMbI grade 2 uau sneHguMomMe grade 3 npoBoaUTCA
NT1,8-2 Tp go COJ 54 Ip nan runoppakunoHnposanue 3-5 ¢ppakuunin go COJ 18-25 Ip.
Mpw BbIABAEHUM MeTacTasMposaHua (Mo AaHHeiM MPT uau aHanusa AMKBOpa) NPOBOAUTCH
KCO 36 pcPOA 1,8 p. Mpu BbIABEHMN ONYXO/IM B CMTMHHOM MO3re BbIMO/HAETCA ByCT-Tepanus
Ao 45-59,4 p. MNpu aneHAMMOMe € N0Kanu3aLmeit B CMIMHHOM MO3re U HEeMOIHOW pe3eKunmn
onyxonu BoinonHsaetca JIT CO/ 45 p. Bo3moxeH 6yct go CO/J 50,4-59,4 p. MNpu Hebonb-
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WwoM ob6beMe 1 1oKanbHOW GOpMe OMyX0/IM BOZMOXKHA CTepeoTakcmyeckas paanoxvpyprvs
40 14-20 Tp. (pnc. 5).

XT HasHayaeTcA nauueHTaM C aneHAnMoOMoii grade 3 M MOXeT peKOMeH/0BaTbCA B CyyYae
peunansa sneHgMMoMbl grade 2 (puc. 5), Aaxe Npu OTCYTCTBUM 3/10Ka4eCTBEHHOR TpaHcdop-
MaLMu Mo AaHHbLIM MOBTOPHOTO FMCTONOMMYECKOTO UccaeoBaHusa (Taba. 8).

KoHTponbHbie 06cnegosanuns (MPT ro0BHOMO U BCErO CMUHHOMO MO3ra C KOHTPACTUPO-
BAHMEM W KAWHMYECKoe 06cneloBaHmne) BbINOAHAETCA 1 pas B 3—4 MecALa Ha NMPOTAKEHUN
nepBbix 2 IeT HabaloAeHWA, 3aTeM, NPU OTCYTCTBUUN AaHHbIX 3@ NPOrpeccupoBaHune, —
He pexxe 1 pa3a B 6 MecALeB B Te4eHUe Caegytolnx 2 neT, 3aTeM — 1 pa3 B roj uav npu noss-
NIeHUN HeBPONOrM4yeCKMX CUMMNTOMOB. B cnyvae nporpeccupoBaHus B BUAE CONMTApHOro
ouyara paccMaTpuBaeTCsA BOMPOC O NOBTOPHOWM onepayuu Uan, npu He6obWINX pasMepax
peunamnBa, — 0 pajMOXMPYPrUYECKOM IeHEHNN.

Ta6auuya 8. PekoMeHyeMble PeXUMBI IeKapCTBEHHO Tepanum 3neHAMMOM.

Pexum Cxema nposegeHua

KapbonnaTuH kapbonnatuH 100 Mr/M?B/B B 1-5-i1 AHW, unkn 28-35 aHeit

LMcnaaTuH umcnaatiH 80 Mr/m2 B/B B 1-1 AeHb, UMKA 21 AeHb

TeMo30/10MUA, Temo30/10MK1A 150-200 Mr/M?BHYTPb B 1-5-11 AHW, UmKa 28 AHel

3TOMNO3NY 3T0no3ug 50-100 Mr/M? BHYTpb 1AM B/B B 1-5-11 AHW, LKA
21-28 pHeit

LMCMAATUH + 3TONO3NA, umcnnatuh 25 Mr/m? 8/B B 1-4-11 Hv + 3Tonosug 80 Mr/m? B/B

B 1-4-11 AHW, UMK 21 AeHb

LIMCMAATUH + 3TOMO3WA + Upochammng umcnnat 20 Mr/m? 8/B B 1-5-1 AHW + 3TONo3na 75 Mr/m? 8/B
B 1-5-11 a4HW + udocdammg 750-1200 Mr/m? (+ MecHa') /8 B 1-i1,
3-1, 5-11 4HK, UmKA 28 aHen

KapbonnaTuH + 3TON031y + BUHKPUCTUH kap6onnaTuH 300 mMr/m? B/B 1 4ac B 1-i1 AeHb + 3TON03MA

140 mMr/m? /8 30 MUH. B 1-3-11 AHW + BUHKPUCTUH 1,4 Mr/m?
B/B B 1-i 1 8-11 AHW, LWKA 28 aHeN, 4-6 LIMKNOB B 3aBUCUMOCTMN
OT NepeHOCUMOCTH

TeMO30/10M1Z + NanaTuHnG TemMo30/10MU1A 150 Mr/M? BHYTpb B 1-7-11 1 15-21- AHu, UMK
28 pHelt + nanaTvHm6? 1250 Mr BHYTPb 1 pas B CyTKM eXefHeBHO
10 MPOrpPeccMpoBaHUA UAW HeMepeHOCHMON TOKCUYHOCTH

TeMo30/10MU1/ + beBaLm3yMab Temo3010MKg 150-200 Mr/M? BHYTPb B 1-5-11 AHM + 6eBauu3sy-
Mab 5-10 Mr/kr 8/B B 1-# 1 15-11 A4HK, LMKA 28 aHel

1 MecHa npumeHsemcsa 8 cymo4Holi 0o3e, pasHoli 100% om 003bl ugocgamuda u pasdeneHHoli Ha mpu
BBeOEHUS B meqeHue OHA: HenocpedcmBseHHO neped BBedeHUeM ugocpamuda u danee yepes 4 u 8 yacos nocne
Hayasia e20 UH@y3uu.

2 [lo peweHuto KoHCUAUyMa NpU peyuduse (BOIMOXKHO BMOPUYHOM peyuduse, Kozda Bce dpyaue onyuu
ucyepnaHsi).
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4.6. NMepBuyHas ammpoma LLHC

Mopoonoruyeckn 6onee yem B 90% cnyyaes npeacTaBneHa AndPysHon B-knetou-
HOM IMMPOMOIA, OAHAKO BCTPEYAKTCA BCe GOPMbl HEXOAKKUHCKUX TMMPOM (T-KneTouHas,
BHYTPMUCOCYAUCTAsA KPYyMHOKAeTOYHas, MALT-nuMdpoMa TBepAON MO3rOBOM 060104KH).
MeTozoM ycTaHoBAeHMA AnarHosa nuMboMsl apnsetca CTE. OTKkpbiTas onepauuna BbINo-
HAGTCA NPU COCTOAHMAX, YTPOXKAIOWMX KNU3HN NALUMEHTOB, U HEBO3MOXHOCTM NPOUN3BECTH
CTB. Micnonb3osaTb KC g0 onepauunn He peKoMeHAyeTCA. PeKOMeHAYyeTCA NPOBOAUTDL
NI X co cnepytowmmn antutenamum: CD45, CD20, CD79a, MUM1, BCL-2, BCL-6. lNpu obuem
cocToAHUM no wkane KapHosckoro > 50%, coxpaHHOM QYHKL MM MeYeHN K NoYeK, Bo3pacTe
He cTapuwe 65 neT MeTogoM Bbibopa fBAseTCcA XT Ha OCHOBE BbICOKOZ03HOMO MeTOTpeKcaTa.
TP SOCTVIKEHMM NOJIHOTO UM YAaCTUYHOTO OTBeTa nocsie 4 unknos MXT (MeToTpeKcaT + gekca-
MeTa3OoH + TEMO30/IOMU + PUTYKCUMA6) NaLMEHTbI MONY4atoT AOMOSHUTEbHBIN KYPC BbICOKMUX
403 MeToTpekcata (1B8BegeHue) naoc 1Kypc TeMosonomuaa. anee, yepes 3-5 Hegesb 60/1b-
HbIM MPOBOAWTCA TEPAMNMA 3TOMNO3UAOM C UuTapabuHoM (Tabs. 9), Noc/e Yero BbINOAHACTCA
MPT ronoBHOro Mo3ra Kaxble 2 MecAl,a B Te4eHne NepBOro roja, 3atem Kaxable 4 mecaua
B TeyeHue 2 1 3 neT. HaunHasna ¢ 3,5 net MPT Ha3HavaeTcs Kaxable 6 MecaueBs. MNayneHTam
cTapuwe 65 1eT u/nMaun Npu HU3KOM dYHKLMOHANBHOM cTaTyce (< 60% no wkane KapHOBCKOro)
peKoMeH/0BaHO NpUMeHeHWe B NepBOI IMHUM TeMO30/10MNAa B pexume 5/23.

Ta6nuuya 9. PekoMeHyeMble PeXXUMbl IeKapCTBEHHON Tepanuu NepBUYHON IMMGOMBI.

Pexxum Cxema nposegeHuns

MeTOTpeKcaT + /jeKca- MeToTpekcaT 3000-8000 Mr/m? B/B 24-4acoBas UHGyY3Ws 1 pa3 B 14 aHeld, B 1-i
MeTa30H + TeM030/10- AeHb, 7 BBeAEHUI (+ Kanbuma GoanHat 0,5 Mr/Kr B/B KaAble 6 4acoB, HauMHas
MW, + PUTYKCUMab yepes 24 Yaca noc/ie BBeAeHNA MeTOTPeKcaTa U Mo/, KOHTPOIEM CHUMEHNA ero

KOHLIeHTpaLK B KPOBW, BO 2-11 ,qub) + AlekcameTasoH 8 Mr/cyT. B/B B 1-3-i1

[HV + TeMo30/10MUA 150 Mr/M? BHYTPb B 7-11-1 AHW, UMKA 28 AHel, 4 umKia + pu-
Tykcumab 375 Mr/m2 B/8 1 pas B 7 AHeil, B 3-11 AeHb, 6 BBeAeHMI (Npy B-KkneTouHOM
CD20 no3uTuBHOM MMPOME).

3TONO3UA + LMTapabuH 3TONO3MA 5 Mr/Kr Kaxable 12 yacos, 8 403, HenpepbiBHas B/B MHPY3UA B 1-4 fHK
(o6wan ao3a 40 Mr/Kr 3a 96 4acos MHPy3uM) + LuTapabuH 2000 Mr/m2 2-x
yacoBas B/B MHy3msa, Kaxable 12 4acos, 8 403, B 1-4 aHu (obwas Ao3a

16000 mr/m2)

TeMO30/10MUA, TeMo30/10Mng 150-200 Mr/M2 BHYTPb B 1-5-11 AHK, umka 28 AHedt (5/23)
TEMO30/I0MUA + PUTYK- | TeMo3onomMug 150 Mr/m2 BHYTpb B 1-5-i1 4HW + puTyKcumab 375 Mr/m? B/B B 6-i
cmab AeHb LMKA 28 aHel (npy B-kneToyHoi CD20 no3uTuBHOM MMboMe)

BapunaHTOM npoBeseHNA BbICOKOA03HOM XT MeTOTpeKcaTOM ABNAGTCA BHYyTpUapTepuaibHan
XT c BpeMeHHbIM OTKpbITUEM FreMaTodHLedanyeckoro 6apbepa. Y MONOAbIX NALMEHTOB pac-
CMaTpUBaeTCA MeTO/ BbICOKOA03HON XT Ha OCHOBE MeTOTpeKcaTa C NepecajKoi CTBOIOBbIX
KNeToK KpoBu. [py NOAHOM OTBETe, COXPaHAIOLLEMCA B Te4YeHNe roja C MOMeHTa BepuduKaLmm
AnarHosa, nauuneHT ocTaeTca noj HabaogernmeM. [pu HenosHOM oTBeTe NokasaHa JIT Bcero
ro/I0BHOTO Mo3ra B go3e 36 Ip (20 ¢pakuuit no 1,8 Ip) ¢ nocaeayowmm nposegeHmem MPT
C KOHTpacTMpOBaHWeM U Npu HeobxoanMoCTH ¢ fobaBneHnem bycta o CO/ 45 Ip Ha coxpa-
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HAWMICA 04ar KOHTpacTUposanus (puc. 6, 7). Mpu AMMPoOMe rnasa BbINONHACTCA MHTPABUT-
peasbHoe BBegeHue MeToTpeKkcaTa u/wan 1T rnasHoro sa6aoka (20 ppaxyuii no 1,8 Ip), a Takxe
HasHavyeHue neHannaomuga. Mpu TAXKe0M COCTOAHUM NaLMeHTa 1 0TKase B npoBegerHnn XT
MOXeT NpoBoANTLCA runodpakunonmposarHas JIT go CO/J 15-20 Ip.

4.7. NepBUYHbIE repMUHOreHHble (FepMUHATUBHO-K/IETOUHbIE) ONYXO0M

BcTpevatoTca npenMylLeCcTBEHHO B A@TCKOM 1 MON00M BO3pacTe 1 XxapaKTepusytoTca
BbICOKOW H4yBCTBUTENIbHOCTbHIO K /1T 1 XT. Bbi4@NA0T «4NCTYI0» FePMUHOMY Y HErepMUHOT eH-
Hble FTepPMUHATUBHO-K/1ETOUHbIE OMYX0/1M (3MEPUOHANbHAA KapLIMHOMA, OMYXO0/b KENTOYHOTO
MellKa, XOpMOKapLMHOMa, TepaToMma (3penas, He3pesas, TepaToMa CO 3/10Ka4eCTBEHHOM
TpaHchOpMaLMe), CMelwaHHbIe FTepPMUHATUBHO-KNETOUHbIE OMYXO/IU.

4.7.1. AvarHocTuka. MPT ro/sI0BHOr0 1 CMIMHHOMO MO3ra C KOHTpacTupoBaHuem; B-XIY, ADM, PLAP
(nnaueHTapHas LL®) B KPOBUM U CMIMHHOMO3TOBOM MUAKOCTK. MpY NOPaKEHUU XMa3MaNbHO-
cennAapHoii 061acTn nccnesyroTCa FOPMOHbBI rMnodusa.

4.7.2. Nleyenne. py NOBbILEHUM OAHOTO UK 060MX MapKepos (B-XIY — 6onee 5 BMH, AGMN —
6onee 2 BIH) nposoasT XT 6€3 rucToNorMyeckon BepuduKaLmm onyxonm ¢ NocaeAyowmm
06/1y4eHMEM KENYA0HKOBOW CUCTEMBI (40 YPOBHA 2-r0 LWeiHoro nossoHka) PO/ 1,8-20p,
COJ, 24 Tp (Npu OTCYTCTBUM MeTaCcTa3MpoBaHWA No 060/104KaM CMMHHOTO MO3ra) ¢ 6yCcToM
Ha OCTaTouHyto onyxonb Ao COZ 30-45 I'p (taba. 10).

B cnyyae nofo3peHuns Ha 0OCTAaTOYHYIO OMyX0/ib (BEPOATHEE BCErO — HETepMUHO-
reHHyt) 4o JIT pewaeTcA BONPOC O ee XUPYPruyeckoM yganeHumn. Npu HopManbHbIX
YPOBHAX MapKepoB NokasaHa 6uoncua onyxonun. Npu HeobxoAMMOCTHU pellaeTca
BOMPOC O IMKBOPOLYHTUPYIOLEl onepayumu.

Ta6auya 10. PexxuM nekapcTBEHHON Tepanum repMUHATUBHO-K/ETOUHBIX OMYyXONeN.

Pexxum Cxema nposegeHus

«Yucran» repmrHoMa

EP 31ono3ung 100 mr/m? B/B 40-MUHyTHaA MHY3ua B 1-5-i AHW + umcnnatue 20 Mr/m? B/B
1-yacoBas MHPY3mnA B 1-5-i AHK, unkn 21 aeHb

3Tono3ua 80 Mr/m?B/B B 1-4-i AHW + uucnnatiH 25 Mr/m2B/B B 1-4- AHW, LKA 21 AeHb

HerepmuHoreHHble onyxonm

PEI umncnnatuH 20 Mr/m? /B 1-4acoBas UHGY3nA B 1-5-i AHU + 3TON03MA 75 Mr/m2 B/B 40-Mu-
HyTHaA MHY3UA B 1-5-11 A4HK + upocdamug 1200 mr/m? B/ 1-4acosas uHPy3usa (+MecHa')
B 1-5-1 AHW, unKn 21 aeHb

1 MecHa npumeHsemca B cymo4Holi do3e, pasHoli 100% om 0o03bl ugpocgpamuda u pasdeneHHoli Ha mpu

BBeOeHUS B meqeHue OHA: HenocpedcmBseHHO neped BeedeHueM ugocgamuda u danee yepes 4 u 8 yacos nocne
Ha4ana e2o UH@y3uu

YpoBeHb MapkepoB ADI, B-XTYH nccnegyetca nepey HavanoM kaxzgoro uukaa. Mocne
Kaxablx 2 UMKN0B BbinonHAeTCA MPT ron0BHOIO M CMMHHOIO MO3ra C KOHTPacTUpOBaHUEM.
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Jo Havyana nevyeHuna y pepTU/bHBIX MYXKYNH peKOMeHAyeTCA 06CyANTb BOMPOC O KPUOKOH-
cepBaLuyv CNEePMBbI.

4.7.3. HabnoaeHune. MPT roN0BHOIO M CMIMHHOIO MO3ra BbINONHAEGTCA Kaxable 3 MecALa B Teye-
HVe NepBoOro roja, 3aTeM — Kax/ble 6 MecALeB B TedeHne ABYX /IeT, 3aTeM — 1 pa3 B roj
WIN NPU NOABJEHUN HEBPOIOTUYECKUX CUMMTOMOB.

4.7.4. Tpu peLnamBax K4UCTbIX» FePMUHOM PEeKOMeH/YeTCsA NPUMEeHeHNe XPYPruyecKoro BMe-
WwaTeNbCTBa, 10KanbHOro obayyernuns nan KCO, noamxmmMmoTepanmm, BbICOKOA03HOM XT
C ayTONIOTMYHON NepecajKoi reMono3TMYeCKMX CTBO/IOBbIX KNeTOK.

4.8. MeHMHruoma

Llenbto Xnpypruyeckoro ie4eHns MEHUHIMOM ABAAEGTCA MaKCMManbHO pajuKanbHoe yja-
NeHve onyxonu. Mpu HepaguKanbHOM yaaneHuu MeHuHromsl (grade 1) pekomengyetca 1T
cPOA1,8-2,0Tp ao COJ 50-54 Tp; c POA7,5Tp ao COA 22,5 Tp; c POA 5,5 Tp ao COA 27,5 Tp
AN cTepeTakcuyeckon paguoxmpyprum go COJ 14-16 p. Y nayneHToB C MEHUHIMOMON
grade 2 pekomenayetca IT c PO/ 1,8-2 Tp go CO/l 54-60 'p unu runoppakymontas /1T/cte-
peoTakcuyeckan paguoxupyprua. lNpu mennHruome grade 3 suinonxaetca /1T ¢ PO/ 1,8 p
o CO/ 59,4-60 p, BO3MOXHO pagMOXUpypruyeckoe n runoppakLMoHMpoBaHHoe 061yyeHue.
Bo Bcex cnyvaax GTV BK/N04aeT KOHTPACTMPYeMyto 4aCcTb OMYXO/IM U FUNepocTaTuyeckme
M3MeHeHus, BONpoc 06 061y4eHnn «1ypanbHOro XBoCTa» pelaeTca UHANBUAYaAbHO. [pu Me-
HuHrnomax grade 2-3 B GTV BK/tOYaeTCA 10XKe yaN€HHON ONyX0/n. B cayyasx MEHUHTMOMBI
grade 3 Bo3MOXHO nposegenue XT (taba. 11).

Ta6auua 11. PekoMeHayeMble peXUMbl IeKapCTBEHHON Tepanuu Npy aHan1acTU4eckon
MEHWHIr1MoMe /U Npy arpecCUBHOM TeYEHWUM MEHUHIMOMbI grade 1-2.

Pexxum Cxema nposegeHua

6eBal3ymab + CyHUTUHNG 6eBaly3ymMab 5 Mr/kr B/B B 1-i 1 15-11 AHV + CYHUTUHME 50 Mr/cyT. BHYTpb
B 1-28-11 AHW, UMKA 6 Heaenb

6eBaunzymad 6eBaLuzymab 5-10 Mr/kr B/B B 1-# 1 15- AHW, unkn 28 gHeit

6eBal|3ymab + 3BeponvMyc 6eBaL3ymab 5-10 Mr/kr B/B B 1-# 1 15-11 AHW, UMKA 28 AHell +3Bepon-
Myc 5-10 Mr BHYTpb 1 pa3 B CyTKM exe/JHeBHO A0 NPOrpeccupoBaHns
W/ HenepeHOCUMOMN TOKCUYHOCTU

CYHUTWHNO CYyHUTWHMG 50 Mr BHYTPb 1 pa3s B CyTKM exeAHeBHO B 1-28-11 AHU LWk,
6 Hegenb
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4.9. OM6puoHansHbie onyxoau (grade 4): Mmegynnobnacroma (4 6uo-
NOrnyecKUx NOATUNA); aTUNUYHaA TepaTouaHasa/pabaongHan ony-
X0nb; KpM6puUPOopMHan HellposnuTennanbHas onyxonb (grade He ycTa-
HOBNEH); 5M6pUOHaNbHAA ONYXO0Nb C MHOFOCNOMHBIMMU PO3eTKaMMU;
HepobnacTtoma LLHC c akTusaumeii rena FOXR2; onyxonb LIHC c BHYy-
TPeHHel TaHAEeMHOM AynauKaumei reHa BCOR (grade He ycTaHOBAEH)

4.9.1. AvnarHocTuka. MPT rosI0BHOMO M CMIMHHOMO MO3ra C KOHTpacTupoBaHueM. Lintonornueckoe
nccneoBaHve IMKBopa. MNauyeHTbl ¢ SM6pUOHabHBIMK onyxonamu LIHC MoryT nMeTsb Hacies-
CTBEHHbIN OHKO/IOMYECKMIA CUHAPOM (CUHAPOM [Op/IUHA UAW CUHAPOM JIn-DpayMeHi) U HyAATbCA
B FEHETUYECKOM KOHCYNbTUPOBaHUU. McnosibayeTcs knaccudurkauma TM (C. Chang) (taba. 12).

Ta6auya 12. Knaccuduraums megynnobnacrom no C. Chang (1969 r.).

Kateropuun

M XapakTepucruka

T Onyxonb MeHee 3 CM B AviaMeTpe, pacnoaaraeTca B Npejenax Yepesa MO3XeuKa, Kpbiwn [V
eslyZlouKa, NoNyWapuii Mo3xeuka

T2 Onyxonb 6onee 3 cM B AuameTpe, NpopacTaeT B COCEAHUE CTPYKTYPb AN YaCTUYHO
3anosHAeT |V xenys04eK roNoBHOTO MO3ra

T3A Onyxonb 6onee 3 cM B AnamMeTpe, NPOPaCcTaeT B [Be COCEAHME CTPYKTYPbl MU NOSHOCTHIO
3aMo/IHAET YeTBEPTbI XeNyA04eK C pacnpoCTpaHeHNEeM Ha BOAOMPOBO/, OTBEPCTUE MaxaHAM
1nv oTBepCTHe JIIOWKa, YTO NPUBOAUT K BbIPAXKeEHHOI BHYTPeHHei rugpouedanim

T3B Onyxonb 6onee 3 cM B AnamMeTpe, BO3HMKaIOLIAA U3 [iHa HYETBEPTOrO Xe/ly0uKa UM CTBO/A
ro/IOBHOrO MO3ra U 3aMo/IHAOWAA HeTBEPThIN Xenya04eK

T4 Onyxonb 6onee 3 cM B AnameTpe, KOTOPas Bbi3biBaET rApoLedantio 3a CHeT NepeKpbITUA
nyTeli oTTOKa MKBopa (6o BoAONpPOBOAA MO3ra, ME0 OTBEPCTUIA JToWKa 1 MaxaHaw)
1 npopacTaeT B CTBO/I MO3ra

MO HeT mMeTacTasmposaHua

M1 B IMKBOpE MPY MUKPOCKOMMNYECKOM UCCNe0BaHNM ONPeAe/ATCA OMyXO/IeBble KNeTKMU

M2 MerTacTasbl B npegenax cybapaxHomaanbHOro npocTpaHcTsa Il u 1V xeny04KoB ros10BHOrO Mo3ra

M3 MeTacTasbl B cybapaxHou/AasbHOM NPOCTPAHCTBE CMUHHOIO MO3ra

M4 MeTacTasbl 3a npeaenamut LEeHTpanbHON HePBHOW CUCTEMbI

4.9.2. /leyeHwe. PagnKanbHan Xnpypruyeckas pesekLmna ConpaxeHa C 1y4LnM NporHo3om. Npu He-
06X0AMMOCTY B MOC/EONEePaLVOHHOM Nepuoje BbIMONHAGTCA BEHTPUKYIONEPUTOHeaNbHOe
WYHTVPOBaHMeE, OHAKO C/eflyeT MOMHNTb O BO3MOXHOCTM NIMKBOPHOIO MeTacTasnMpoBaHua
B 6ptoLWHYyto NosocTb. MPT CMMHHOIO MO3ra, eCiv OHO He BbIMO/IHEHO A0 OMnepaLun, peKo-
MeH/,0BaHO BbINONHUTbL He paHee YeM Yepes 2-3 Heenn Noc/e onepauum, 4Tobsl n3bexatsb
NOCTXMPYPruyecKknx apTedaKkTos.

Mocne onepauuu naumerTam ctapwe 18 net nposogutca 1T (KCO ¢ PO/ 1,8-2 Tp u COA
40 35 [P C AONOJHUTENbHBIM BYCTOM Ha /103Ke onyxoaun Ao 55 Ip). Mocae /IT nposogutca XT
(ta6n.13). BceM nauuneHtam nposoanTcsa XT. MPT ro/10BHOrO 1 CIMHHOTO MO3ra C KOHTPaCTu-
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poBaHMeM BbINONHAGTCA KaXAble 2 LiMKna Tepanuun. B cnyvae octatoyHom onyxoam nocnae 1-n
NHnmn Tepanum BbinonHaetca MIT-KT ¢ METUOHMHOM/TUPO3VMHOM 1 NpU COXpaHeHUn MeTabo-
IMYECKON aKTUBHOCTU OMYXO0/IM NPOJ0/IKAeTCA NeYeHne C BO3MOXHbBIM n3MeHeHneM cxem XT
n/vav ncnonbsosanunem JIT B pexxnmax pagmoxmpyprim uam runoppakLMoHMpoBaHums.

Ta6auuya 13. PekoMeHAyeMble PeXMMbl IeKapCTBEHHOM Tepanum Meayn1061acToMbl.

Pexxum Cxema nposegeHus

LMCnAaTuH + 3Tono- umcnaaTuH 25 Mr/m? 8/8 B 1-4-i AHn + 3Tonosug 80 mMr/m? B/B B 1-4-11 fHK

314 + unknopocpammg + umknodpocdammng 600 Mr/m? B/B B 4-i AieHb, LKA 4-6 Hejenb, 6 LMKIOB

LMCnAaTuH + 3Tono- umcnnatuH 20 mMr/m? B/B 1-5- AHwW + 3Tono3ug 80 Mr/m? B/B B 1-5-i

314+ npochamng AHW + ndocdammg 1500 Mr/m? (+ MecHa') B/8 B 1-i1, 3-i4, 5-11 AHW, UmKA
21-28 aHeit (B 3aBUCKMOCTY OT MEPEHOCUMOCTH), 4—6 LUK/IOB

LMCNAATUH + IOMY- ymcrnatu 70 Mr/M? 6-yacosas B/B UHpy3ua (kapbonnatu 400 Mr/m2 /B

CTUH + BUHKPUCTUH 1-yacosas UHyY3Ms) B 1-71 feHb + IOMYCTUH 75 Mr/M2 BHYTPb B 1-11 AeHb

+ BUHKPUCTUH 1,5 Mr/M? (MaKcuMasbHas CyMMapHas 4o3a 2 Mr) B/B B 1-i, 8-i1
1 15-1 aHu, umnkn 41 geHb, 8 LMKNOB

1 MecHa npumeHsemcsa 8 cymo4Holi 0o3e, pasHoli 100% om 003bl ugocgpamuda u pasdeneHHoli Ha mpu
BBeOEHUS B medeHue OHA: HenocpedcmBeHHO neped BBedeHUeM ugocpamuda u danee yepes 4 u 8 yacos nocne
Hayasia e20 UH@y3uu.

OM6pMOHabHbIE OMYXO0/IM CyNpaTeHTOPMabHOM I0KaM3aLnm Takne Kak HellpobaacToma
AV raHranoHeiipobnactomay nauneHTos ctapwe 18 neT BcTpeyatoTca peAko. B Hosol Knac-
cndumkaumun (BO3 2021 T.) B pasgene «Apyrue sM6pUOHasbHble OMYXOW» MOABUANCH CPasy
TPU HOBbIE HO30/10TNK:

1. KpubpudopmHas HelipoanuTennanbHasa onyxosb (0603HaYeHa KaK «BpeMeHHas egun-
HUL@»).

2. Onyxonb LUHC c BHyTpeHHell TaHAeMHOM gynaukauueit reHa BCOR.

3. Heitpobnactoma LUHC c akTuBauuent reva FOXR2.

«Mcuesnyslme» raHrnmoHenpobaactombl LLHC Bown B cocTas rpynnel «HelipobaacToma
LHC, c akTuBaumeit reHa FOXR2». lMocKonbKy BCe SMOpPUOHAbHBIE ONYX0M UMetoT grade 4,
KpoMe «KpU6pUPOPMHOI HepOINUTENNANLHOMN ONYX0NU (BpeMEHHAA e4UHMLIA)» U KOMYXO0/K
LHC c BHyTpeHHel TaHAeMHOM AynaunkaLumeii reHa BCOR», Npu KOTOPbIX CTeNeHb aHannasuu
elle He onpegeneHa, NnayeHTaM B o6A3aTeNbHOM NopajKe Heo6xoANMo NpoBoANTL JIT u XT
(ta6n. 14, puc. 8).
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Ta6nuua 14. PekoMeHAyeMble PeXUMbI IeKapCTBEHHOM Tepanuu
Helnpo6.1acToMbl/raHr IMOHepo61acTOMbI.

Pexxum Cxema nposegeHus
TeMo30/10MUA, TeMo3on10Muz 150-200 Mr/m2 BHYTPb B 1-5-1 AHW, UnKA 28 AHel
KapbonaaTuH + 3Tonosuny, kap6onnatuH 200 mr/m? B/B 1-4acoBas nHy3ua B 1-3-i gHK

+3T0N0314 150 Mr/mM? B/B 30-MUHYTHaA UHPY3UA B 1-3-71 AHK,
UMKA 21 AeHb, 4-6 LMKNOB B 3aBUCMMOCTU OT NEPEHOCMMOCTH

LMCNAATUH + 3TONo3nA, umcnnatuH 40 Mr/m? B/B 1-4acosas nHdysua B 1-3-i gHK
+3T0N03K4 120 Mr/m? B/B 30-MUHYTHaA MHY3MA B 1-3-11 AHK,
UMK 21 feHb, 4-6 LMKNOB B 3aBUCMMOCTM OT NEPEHOCUMOCTH

6eBaum3yMab + MpUHOTeKaH 6eBaumn3ymab 5-10 mMr/kr /B B 1-1 1 15- AHM + UPUHOTEKaH
125-200 mMr/m2 B/B B 1-i1 1 15-1 4HK, LWKA 28 aHen

LIMCNAATUH + 3TOMNO3WA + Upochammng umcnnatuH 20 Mr/m? 8/8 B 1-5-11 AHW + 3TONO3KA 75 Mr/m2 B/B
1-5-i aHU + upocdammng 750-1200 Mr/m? (+ MecHa') /B B 1-it, 3-i1
1 5-1 AHW, UWKN 28 fHen

1 MecHa npumeHsemcsa B8 cymo4Holi do3e, pasHoli 100% om 003sl ugpocpamuda u pasdeneHHoli Ha mpu

BBeOeHUS B meqeHue OHA: HenocpedcmBeHHO neped BBedeHueM ugocpamuda u danee yepes 4 u 8 yacos nocne
Hayana e2o0 UH@y3uu.

4.9.3. Ha6bntogenune. MPT ron0BHOIo 1 CMMHHOMO MO3ra C KOHTPAaCTMPOBAHUEM BbIMOHAETCA
Kaxable 3-4 MecALa B Te4YeHMe NepBbIX 2 /IET, 3aTeM — KawAble 6 MecAleB B Te4yeHne 3-ro
n4-ro roaos, 3ateM —1 pa3 B roa nav npu noABAeHNN HEBPOIOINYECKNX CUMMNTOMOB.

4.10. OnyXxo/u WHWKOBMAHOM Kenesbl: nMHeoynToMa (grade 1);
nuMHea/ibHasA NapeHXMMaTO3HasA ONyXo/ib NPOMeXYyTo4uHou Audde-
peHuuposku (grade 2-3); nanuanspHas onyxoab NMHeanAbHON
o6nactu (grade 2-3); nuHeo6nactoma (grade 4); gecmonnactuye-
CKafs MMKCOMAHaA onyxo/b NMHeaNbHON 061acTu c MyTauuei B reHe
SMARCBT (grade He ycTaHOB/IEeH)

TakTuKa NevyeHMA onyxonel WUILKOBMUAHON Xenesbl 3aBUCUT OT CTEMEeHM UX aHaniasmm
1 6MONOrNYeCcKOro NoBeAeHUA.

MuHeouunToMa grade 1 TpebyeT TONLKO XMPYPruHeCcKOro neveHns. Y nayMeHToB C nmHeanb-
HOM MapeHX1MaTO3HOM OMYXO0/bio MPOMEXYTOUHOM AuddepeHymposkm (grade 2) v nanua-
NAPHON OMYX0/bl0 NUHeanbHOM obnactu grade 2 Npu OTCYTCTBUM ANCCEMUHALUM OMYXOAU
no cybapaxHounjanbHbIM NpocTpaHcTBaM NpoBoANTCA JIT Ha NoXe yAaneHHOW OMyXonu.
MauneHTaM c NMHeabHOM NapeHXMMaTO3HOM ONYX0/1bi0 MPOMEXKYTOUHOM AnddepeHLnpoBKM
(grade 3) v nanuanspHOit ONyX0/blo NMHeanbHoM o6aacTu grade 3 BoinoaHAeTca /1T Ha oxe
OMYXOAU M BECb CMIUHHOM MO3T, a 3aTeM — XT. Pexumbl /1T, XT 1 ocobeHHOCTU HabaoAeHUs
aHa/IorMYHbI TAKOBBIM NPU SMEHAUMOME U SMEPUOHA/BHBIX ONyXxoasx (Ta6a. 8,13, 14). Y ocnab-
JNIeHHbIX MALMEHTOB CO 3/10Ka4eCTBEHHbIMU OMYXONAMU NMHEANbHON 061aCTU Ie4eHUe MOXeT
6biTb HavaTo ¢ XT c nocneaytowmm MPT-KOHTPO1€M rONOBHOMO M CMMHHOIO MO3ra nocne 2-x
nan 4-x umknos XT c nnaHnposaHuem /T.
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> ToTanbHas Het Ha6nogeHvne MPT
peseKkuus 1pa3s B 3-6 Mecaues
®daKTOpbI BLICOKOrO pUCKa PaHHEro peLnanBa:
Anddysran o| BO3pact > 40 ner, pasmep onyxonn 6onee
r"”g”g 7| 60 MM, HeBponoruueckmii seduumT, nopae-
grade HWe BYX J0N1el MM MO30/IMCTOTO TeNa
CTB, oTKpbITas
i [
4acTu4Hoe U
+
cybTOTanbHOE AT=XT
yaanexve >

PucyHok 2. AnroputM iedeHmns 60/1bHbIX Anddy3Hol ramomoit grade 2.

JIT c TeMo30/10MUAOM

+aabloBaHTHas XT

TEM030/10MMA0M
] AcTpouutoma
—>| Her |—>| YpaaneHve |—> grade 3-4 | . T+ XT
TemMo30/10-
MUAOM

He6naronpuatHsle « IT+ XT

$aKTopbl NporHosa: PCV/CV

+ Bospact > 70 net OAar

AndoysHan * cTaTyc
ravoma  [~#| KapHoBckoro
grade 3-4 <60 %

* Gonbluvte pasmepbl —PILI—V NIT/XT, cumnToMaTnye-
onyxonu / rny6okoe cKas Tepanua
pacrnosioxeHune

—>| Ja |—> CTB naun
OTKpbITas
6uoncus
—»| Her CuMnToMaTnyecKan
Tepanua

6 —2nuobaacmoma;
OAr —onuzo0eHopozauoma;
PCV — noMycmuH + npokap6a3uH + BUHKPUCMUH;
CV —10MyCMUH + BUHKPUCMUH.
PucyHok 3. AaropuTM nedenmns 60bHbIX AndPy3HO ranomoii grade 3—4.
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—>| Bo3o6HoB/eHne XT MeTOTpeKcaToM |

J1T Bcero ronoBHoOro Mosra |
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PucyHok 7. Anroputm neveHns 60/bHbIX C peLuanBOM IMMpOMBI.

Helipo6nactoma/
raHrIoHenpo-
6nactoma

PucyHok 8. AnropuTM fiederns 60nbHbIX HelipobnacTtomoii LIHC

=
=
o
x
Pa)
c
o
=
s
=
4
7]
0
3]
o

XT Ha ocHoBe MeTOTpeKcaTa
uwin
TeMO30/10M1J, + PUTYKCUMab
nm
Aapyrve pexxumbl XT

T Ha noxe
yAaneHHow

onyxonu + XT

MeTacrasbi:

* no 060/104KaM;

* onyxo/eBble KNeTKK
B /INKBOpE

Nt/
Peunave cTepeoTaK-
[—»| cnyeckan
onyxom xupyprusa/
XT

»  Ja || KCOo4xT

1 raHranoHeipo6nacromoit LIHC.
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